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PenakuMOHHas KOMOHKa

Jloporue kosuieru!

Ilepen Bamu TeMaTuyeckuii BoIMycK XypHaa «[1yJbMOHOJIOTHsI», B KOTOPOM OOBEIM-
HEHBI OPUTMHATBHBIE UCCIIENOBATEIBCKIE PA0OTHI M COBPEMEHHBIE 0030PbI, MTOCBSIIIEH-
HbIE THTEPCTUITMATBHBIM 3a00eBaHusM Jerkux (U3J1).

M3J1 ocratoTcst omHUMU U3 HanboJiee CI0XKHBIX 3a00JIeBaHUI B PECITMPATOPHOM MeIy-
LIMHE, C UCXOAaMM YaCTO CTOJIb K¢ HeOJaronpusTHBIMU, KaK W TIPH 3aIyIIEHHBIX 3]0Ka-
YeCTBEHHBIX HOBOOOpa3oBaHuUsIX. HecMOTps Ha IeCATUIETHUI ITPOTPECC B IMATHOCTHKE
u iedeHnu, M 3J1 mpomoKaroT OCTaBaThCsl HEYKJIOHHO MPOrPEeCCUPYIOIINMU 3a601eBa-
HUSIMU JUTSI MHOTMX MalreHToB. CMEPTHOCTb OCTAaeTCsl BBICOKOM, a OpeMst sl Malu-
€HTOB, JIUII, OCYILECTBIISIONINX YXOI, U CUCTEMBI 3IPAaBOOXPAHEHHUST OTPOMHO, IIO3TOMY
M3JI ocTatoTcst MpeaMeToM WHTEHCUBHBIX MCCIICTOBAHNI M KIIMHMYECKIUX MHHOBALIMIA.
C 1990 r. rnobGanpHas 3a6oeBaeMoctb M3J1 yBenuuniach Ha 119 % u ceromgHst coctaB-
sieT 0k0J10 30 % OT BCeX XpOHMYECKUX PECITMPATOPHBIX 3a00IeBaHMil, U B OJIMKalIITe
JECSITUIICTUST OKUIAETCS yBeJIMUeHUe TiobaibHoro o6pemenu M3J1.

OmmunrtenbHoit yeproit M3J1 siBnsercss ux rereporeHHOCTh. Tepmun «M3J1» oxBaThi-
BaeT CrekTp HUOPO3UPYIONINX ¥ BOCTIATUTEIbHBIX 3a00JIeBAHMIA JIETKUX — OT UIUOIIA-
TUYECKOTO JierouHoro ¢huodposa (MJID) no N3J1, accounnpoBaHHBIX C CUCTEMHBIMU 3a-
0OJIEBAaHUSIMHU COCIMHUTEIbHON TKAHU, TUTIEPUYYBCTBUTEIBHOTO MMHEBMOHUTA U OoJice
PEIKUX COCTOSTHUIA, TAKUX KaK IIeBPONapeHXMMaTbHBINA hrudpoaiacto3. Kaxmbrii mos-
THUT XapaKTePU3YeTCsl YHUKATbHBIMU KIMHUYECKMMU, PEHTTEHOJIOTUYECKUMU U MOP-
(bosrornuecKuMu 0COGEHHOCTSIMU, YTO MMOTYEPKUBAET HEOOXOAMMOCTD TIEPCOHATU3NPO-
BaHHOTO IMOIX0/Ia K IMarHOCTUKE U JICYCHUIO.

BocnanutenbHbie U ¢pubpo3Hbie KoMnoHeHThl MI3J1 BecbMa pa3HOOOpPA3HbI, IO3TOMY
COBPEMEHHbIE METO/Ibl TEPAIMU HAMPaBJICHbI JINOO HAa YMEHbILIEHHUE BOCTIAIeHUS, JTMOO0
Ha 60pb0y ¢ GUOPO30M, YeM 1 00YCITIOBIICHBI PA3IMYHbBIE TEPATICBTUUECKUE PE3YJIbTaThI.
CraHaapToM JIeUeHUsl ITOJKHO CTaTh WHAMBUIYAJIU3UPOBAHHOE BelCHUE MALIMEHTOB,
OCHOBaHHOE Ha (PEHOTUNUPOBAHUHU 3a00JIEBAHUSI U IMYHBIX LIEHHOCTSIX MALIMEHTOB.

Ceronus tema M3J1 cHoBa Ha mombeMe. braromapsi ycoBepIiieHCTBOBAaHHBIM JUATHO-
CTUYECKUM MHCTPYMEHTaM, 0oJiee riiy0oKOMY MOHMMAaHUI0 OMOJOrMUYECKUX MPOLIECCOB
1 6oraToMy TeparneBTUYeCKOMY MOTEHLIMATY €CTh OCHOBAHMSI HAIEATLCS Ha YJIyullIleHUe
pe3yJIbTaTOB JIeUeHHUsI MALIMEHTOB B OJIMKAMIIINME TOMBI.

B TekyieM HoMepe XypHajia TipeicTaBIeHa HOBasi BEPCHUST KIIMHUYECKUX PeKOMEH TN
10 capKou103y, onoopeHHast HaygHo-TipakTnieckum coBeToM MUHUCTEPCTBA 3PaBOOX-
panenus Poccuiickoit @enepanuu (2025), Mo faHHBIM KOTOPBIX OCBEIIIAI0TCS COBPEMEH-
HbIE CBECHUST 00 TUOJIOTHH W MATOTeHe3e, KITMHUIECKUX MPOSIBICHUSIX, TMAarHOCTUKE
M JICUSHUU CapKOU103a.

Bosbiioit MHTEpeC MpeacTaBiIsIIoT TakkKe 00HOBJIEHHbIE PEKOMEH ALK 10 KJlaccuduKa-
uuu uHTepctuianbHbIX mHeBMoHuit (UIT) ERS / ATS, o6o6mennsie E.H. [lImenegvim
u C.H.Asdeesbim. B HOBOM TOKYMEHTE MPEAI0XEHbBI 3 OCHOBHBIX U3MEHEHMSI: pacIlupe-
HME TIOHSTUSI «<MHTEPCTUILIMAIbHAS TTHEBMOHUSI» 32 CUET BKIJIIOUEHUSI BTOPUYHBIX MPU-
4YUH; BBeleHNE HOBBIX cyOkareropuii UI1; BeineneHne Takux cyoOKaTeropuii, Kak MHTep-
CTULIMAJIbHbIE HAPYILEHUS M HAPYLIEHUS aJIbBEOISIPHOTO HAKOTUIEHHSI.

B cratee E.E.Apxaneenvckoii u coagm. nzydeH npoduib skcripeccun mMatpudHbix PHK
npu MJI® u nporpeccupyroniux jJeroubix ¢pubdposax. [lokazaHo, YTO CHUKEHUE KC-
npeccun HeKoTopbix MPHK MoxeT ucrosib3oBaThesi Kak HEMHBA3WBHbBIN OMOMapkep
nporpeccupyiomux Gudpo3upyomx 3a00aeBaHUN JETKUX.

Ha mHorouucnenHoit koropre nauueHToB ¢ UJI® A.A. [Ipowkunoil u coaem. nponaeMoH-
CTPUPOBAHO, YTO HarboIee IIEHHBIM MapaMeTPOM UIST BBISIBJICHUS TSKEJIOMN JIETOUHOM
TMITEPTEH3UU SIBJISICTCS BRIPAKEHHAsSI IecaTyparivsi BO BpeMs (PM3NUEeCKOil HAarpy3KH.

H.B.Tpywenko u coasm. TipenctaBieHbl pabOThl 0 KOMOPOMIHBIX COCTOSTHUSIX U 3Haue-
HUU TIaTTepHA OOBIYHOW MHTEPCTUIIMATbHON THEeBMOHMY pu (hubpoTraeckux U 3J1.

3HAYMTEIbHBIM MHTEPEC MPEICTABISIOT KIMHUYECKIE HAOIIONEHUS C ONTMCAHUEM CITy-
yaeB Kak criopaamieckoro Jumdbanruoneiiomuomarosa (JIAM), tak u JIAM, acconmu-
POBaHHOTO C TYOEPO3HBIM CKJIEPO30M, CAPKOUIOMOI00HOM peakilnu Ha (poHe Teparmiuu
OUOJIOTMUECKUM TPENapaToM, MOPaKeHMs! JIETKUX BCJIENCTBUE KYPEHUS SJIEKTPOHHBIX
CHTapeT, a TakXke MoJApoOHOe OMUcaHue cydast IPUMEHEHUsT aHTU(DUOPOTUYECKOM Te-
parnuu Ipy MPOrpecCUpyIoIeM JerouHOM (ubpo3e y MalneHTa ¢ CApKOUI030M.

Haneemcsi, uto npencrasieHHast nHgopmanust Oyaer rnose3Ha B Baiueit exenHeBHOM
KJIIMHUYECKOU MpaKTUKE.

Hayunuiii pedakmop
acyprana «Ilynbmononoeus» C.H.Agdees
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KnuHuyeckoe 3HauyeHne KOMOPOUAHLIX 3a00neBaHNN
npyu nguonaTM4ecKoM nerovyHom pudpose

WU rUNepYyBCTBUTENIbHOM MHEBMOHMTE

H.B.Tpywenxo’? >, b.b.Jlaszunosa’, F0.A.Jleguna’, C.H.Ag0ees’

! Menepaibhoe rocy1apcTBenHoe aBTOHOMHOE 00Pa30BaTe/IbHOe yupexienie Bbicuiero odpasoanusa lepsbiii MocKoBCKHii rocy1apcTBeHHblii MeTHIMHCKHil
yrmepentet mvenn .M. Ceveroa Mummcrepcrsa 3apaooxpanernst Poccuiickoii Oenepamin (Cevenosckmii Yausepenter): 119991, Pocens, Mocksa,
yi1. Tpyenkas, 8, ctp. 2

' QegepanbHoe rocylapeTBennoe OloketHoe yupexenue «Hayuno-Hece0BaTebCKHil KHCTHTYT MyibMoHoorHi» DenepanbHoro MeKo-0H0I0rHIecKoro
arentcta Poccim: 115682, Poccust, Mocksa, Opexosbiii 0y1bsap, 28, ctp. 10

Pesome

KomopOumHble 3a007eBaHUs SIBISIIOTCS BAXHBIM (DAaKTOPOM, BIUSIONIMM Ha TEYEHWE M TPOTHO3 MHTEPCTUIIMAIBHBIX 3a00JIeBaHUIl Jier-
kux (M3J1). OngHako cpaBHUTEIbHBIE JaHHbIE O CTPYKType M KJIMHMYECKOM 3HAUEHUM KOMOPOUIHOCTU MPU MAMONATUYECKOM JIETOUHOM
bubpose (MJID) u runepuyBcrButesbHoM nHeBMoHUTe (I'T1) ocTaroTcst orpannyeHHbIMU. LleNblo MccaenoBaHus SIBIsIach OLIEHKA Pacpo-
CTPaHEHHOCTHU W KIIMHUYECKOTO 3HAUYEHUsT KOMOPOUITHBIX 3a0oseBaHuil y mamreHToB ¢ MJI® u I'TI. Martepuasi u MeToabl. B ogHOIIEHTpOBOE
MPOCHEKTUBHOE HAOJII0IaTeIbHOE MCClIeIoBaHKe BKIOYeHbI naueHTsl (n = 621) ¢ UMD (n = 229) u I'Tl (n = 392). Ilepuoxa HabmoaeHUs
coctaBui 12 Mec. AHATM3UPOBAIUCH KIMHUKO-IeMorpadbuieckue, GyHKIIMOHATbHBIE M PEHTTEHOJIOTUUECKIE XapaKTEePUCTUKY, COMTYyTCTBYIO-
e 3abosieBaHust, MHAEKC KoMopouaHocth YapiabcoHa u unaekec GAP (Gender, Age, Physiology). Y Bcex mallMeHTOB uccienoBaiach GyHKIMS
BHEIIIHETO IbIXaHWsI, BBIMOJTHSIUCH dXOKapauorpadus 1 KOMIbIOTepHasi TOMOTpadusl BHICOKOTO pa3pelIeHus] OPraHOB TPYAHOUN KJIETKH,
TIPOBOIWIICST 6-MUHYTHBIN 1aroBeiii Tect (6-MILT). PesyabraTel. Y 60obIIMHCTBA MAIMEHTOB (66,2 %) BBISBIECHO OT | 10 3 KOMOPOUIHBIX
3a00JIeBaHUIl, IPU STOM > 4 COMYTCTBYIOIIMX 3ab6oeBaHuii otMedeHo y 19,6 % nauuenros. [Manuentsl ¢ MJID xapakrepusoBanuch dosee
BBICOKMM UHIEKCOM KoMopouaHocTu YapibcoHa mo cpaBHenwuto ¢ suiamu ¢ ['T1 (p < 0,001). Haubomnee pacripocTpaHeHHBIMU COMYTCTBYIO-
MMM 3a00J1eBaHUSIMU ObUIM apTepualibHasl TUTIEPTEH3Us, cepaeuHo-cocyaucToie 3aboseBanus (CC3), racrpoasodareanbHas peduiroKcHas
00JIe3Hb, JIETOYHas TUurepTeH3us u caxapHulii nuadet (C). Y nauueHToB ¢ MJI® vaiie BbIABISUIMCH SMduU3eMa U OPOHXO0OCTPYKTUBHBIC
3a0oneBanus (p < 0,05). YBennueHue yncia KOMOPOUAHOCTEHM M TToKa3aTesis nHaekca YapiabcoHa acCOLMUPOBATUCH C O0Jiee BBICOKOI OLEeH-
Koii o mkajge GAP, yMeHbIIIEHUEM MPOIEHHON TUCTAHIIUMU TPpU BbIMoaHeHUU 6-MIIT 1 Gosblieil BBIPa)KeHHOCTbIO OIBILIKK IO LKAl
MOIUMUIIMPOBAHHOTO OMPOCHUKA BprUTaHCKOTO MEIUITMHCKOTO UCCIIeNoBaTeIbcKOro coBeta (modified Medical Research Council dyspnea scale
— mMRC)). Hanuuue > 2 KoMOpOUAHBIX 3200JIeBaHUI acCCOLMUPOBATIOCH C YBEJIMYEHUEM PHUCKA JIETAIBHOTO Mcxoaa (TUIoLaab Mo KpUBOi
(AUC) — 0,587; p = 0,01), kak u unnekc Yapabcona > 4 6amnos (AUC — 0,608; p = 0,002; log-rank p = 0,007). CC3 6bL11 cBsI3aHbI C 60sIee
BBIPaKCHHBIMU (DYHKIITMOHAIBHBIMU HAPYIICHUSIMU U CHUKCHUEM TOJIEPAHTHOCTU K (usdmuecKoil Harpyske, a CJI siBIsUICS He3aBUCUMBIM
HEeOJIArONMpPUsITHBIM MPOTHOCTUYECKUM (DaKTOPOM, 0coOeHHO y mauueHToB ¢ [Tl (oTtHomrenue maHcoB — 2,58; p = 0,016). 3akimouenue.
Komop6umHbie 3a6oneBaHus MUPOKO pacripoctpanensl pu UJI® u [Tl u oka3biBaoT 3HAUMMOE BIMSIHUE HAa KIMHUYECKOE TeUeHUe U Mpo-
rHo3 3aboseBaHus. OueHKa KOMOPOMAHOCTH, BKJIOYasi MHAEKC YapiabcoHa, MOXET pacCMaTPUBATHCSl KaK JOIMOJHUTEIbHBI MHCTPYMEHT
cTpaTUdUKAIIMK pUCKa y MalKueHToB ¢ ¢hubdposupyommumu M3J1.

KnioueBble cjioBa: MIMOTIATUIECKUI JIETOUYHBIN (GUOPO3, TUTIEPIYBCTBUTEIBHBIN THEBMOHUT, KOMOPOMIHOCTh, MHIEKC YapibcoHa, JerouHast
TUMEPTEH3UsI, CePIeYHO-COCYIUCThbIE 3a001eBaHuUs1, CaXapHblii AuadeT, amMbu3eMa, HHTePCTULMAIbHbIE 3200JI€BaHUST JIETKUX.

Kondumkr untepecoB. KoHMOIMKT MHTEPECOB, CBA3aHHBIX C MYOIMKAIIME HACTOSIIEN CTATbU, aBTOPAMU HE 3asIBIICH.

®unaHcupoBanne. ABTOPBI IEKJIapUPYIOT OTCYTCTBIE BHELTHEro (DMHAHCHPOBAHUS IS TPOBEICHUS MCCIIEIOBAHUS M MyOJIMKALIMK CTAaThU.
DTuyeckas skcnepru3a. [1poTokos nccaenoBanus 0100PeH JOKaTbHBIM DTUUECKUM KOMUTETOM PeneparbHOTO rocyiapcTBEHHOTO aBTOHOMHOTO
00pa30BaTeILHOTO YUpEXIEHUs BbICIIEro oOpa3oBaHusi [lepBblii MOCKOBCKUI TOCYTapCTBEHHBIM MEIUIIMHCKHWI YHUBEPCUTET MMEHU
N.M.CevyeHnoBa MuHucrepcta 3apaBooxpaHeHust Poccuiickoit Menepannu (CeyeHoBckuit YHuBepeutet) (mpotokosn Ne 19-23). Bee naiuieHTbI
nioanucanu ¢hopmy 106pOBOIEHOTO MH(OOPMUPOBAHHOTO COTJIACHST HA ITyOIUKALIUIO METUITTHCKON MHGbOpMAITUH.

® Tpywenko H.B. u coasr., 2026
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Abstract

Comorbidities are important factors influencing the course and prognosis of interstitial lung diseases (ILDs). However, comparative data on the
structure and clinical significance of comorbidities in idiopathic pulmonary fibrosis (IPF) and hypersensitivity pneumonitis (HP) remain limited.
The aim was to assess the prevalence and clinical significance of comorbidities in patients with IPF and HP. Methods. This single-center prospective
observational study included 621 patients (229 with IPF, 392 with HP) with a 12-month follow-up. Clinical, demographic, functional, and
radiological characteristics, comorbidities, the Charlson Comorbidity Index (CCI), and the GAP (Gender, Age, Physiology) index were analyzed.
All patients underwent pulmonary function testing, the 6-minute walk test (6MWT), echocardiogram, and high-resolution computed tomography
scan of the chest. Results. Most patients (66.2%) had 1 — 3 comorbidities, while 19.6% had > 4 comorbidities. Patients with IPF had significantly
higher CCI scores than those with HP (p < 0.001). The most common comorbidities were hypertension, cardiovascular disease (CVD),
gastroesophageal reflux disease, pulmonary hypertension, and diabetes mellitus. Emphysema and obstructive airway diseases were more frequent in
IPF (p < 0.05). A higher comorbidity burden and higher CCI scores correlated with higher GAP scores, shorter 6 MWT distance, and more severe
dyspnea (mMMRC scale). The presence of > 2 comorbidities was associated with increased mortality risk (AUC 0.587, p = 0.01), as was CCI > 4
(AUC 0.608, p = 0.002; log-rank p = 0.007). CVD was associated with greater functional impairment and reduced exercise tolerance, while diabetes
mellitus was an independent adverse prognostic factor, particularly in HP (OR 2.58, p = 0.016). Conclusion. Comorbidities are highly prevalent in
both IPF and HP and significantly influence disease course and prognosis. Assessment of comorbidity burden, including the CCI, may serve as an
additional risk-stratification tool in patients with fibrosing ILDs.

Key words: idiopathic pulmonary fibrosis, hypersensitivity pneumonitis, comorbidity, Charlson Comorbidity Index, pulmonary hypertension,

cardiovascular diseases, diabetes mellitus, emphysema, interstitial lung diseases.
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Hutepctunuanbhbie 3a06omeBanus jJerkux (M3J1) mpen-
CTaBJISIFOT COOOM KpaliHe TeTepOoreHHylo Irpymnmy 3abo-
JIEeBaHUU, OTJIMYAIOIIMXCS 110 3TUOJIOTMM, TTaTOTEHE3Y,
MMPOTHO3Y M TaKTUKeE JieueHUsl. KpoMme Toro, mareHThI
¢ pasmmuHbiMU M3JT otiinyaroTes mo aeMorpadpuieckKum
ITOKa3aTesIsIM, CTaTyCy KypeHMSI M COMMYTCTBYIOIINM 3a-
00JIeBaHUSIM, KOTOPbIE TAKXKE OKA3bIBAIOT CYILIECTBEHHOE
BJIMSTHUE Ha TeyeHue u nporHo3 U3JI [1, 2].

Bzanmocssa3p M3JI ¢ commyTcTBYOIMMET / KOMOPOUI-
HBbIMU 3a00JIeBaHUSIMU OOYCJIOBJEHA HAaJIUUYMEM OOIIMX
(akTOpOB prcKa (HampumMmep, BO3pacT, KypeHue, reHeThue-
CKH€e TIPEIUKTOPHI), BOBJICYEHNEM B IIATOTeHE3 (HaIIprMep,
ractpoa3zodareanbHas pediokcHast 6oe3ab (TDPB)), psin
MaTOJOTUI MOTYT OBITh OCJIOXKHEHUEM OCHOBHOTIO 3200-
JIEBaHMSI UM eTo Tepanuu (JerouHas rurneprensus (JIIN),
caxapHblii nnadet (CII)). Psaa npyrux 3aboneBaHuit pa3Bu-
BaroTCcs He3aBUCHMO OoT M 3J1, mpeniiecTByIOT X BO3HHUK-
HOBEHMIO, HO OKa3bIBAIOT 3HAUNMOE BIUSHUE HA PUCKH
nporpeccupoBaHus u rnporyos rnpu U3J1 [3].

KoMopOuaHbie 3a001€BaHUSI OKAa3bIBAIOT BAUSIHUE
Ha BeleHue manureHToB ¢ M3J1 ¢ pa3HBIX aCIIeKTOB;

* BIMSIHUE Ha KIMHUYECKUE IIPOSIBJICHUS U TIPOTHO3;

* CJIOXKHOCTH B MpoBeaeHUr 1uddepeHINanbHOTO IU-
arHosa;

* OrpaHWYCHHUS B IIPOBEACHUYM MHBA3WBHBIX BMeEIIIa-
TEJIbCTB IS BepU(PUKAIIMN TUarHo3a 1 OIIEHKE IPO-
rpeccupoBaHus 00JIE3HU;

* TIOTeHLMPOBAaHUE HEXXeJIaTeIbHBIX SIBJICHUI ITPOBO-
IMOM Tepartii OCHOBHOTO 3a00JIeBaHUSI.

M3J1, conpoBoxaamiirecss pa3BUTUEM JIETOYHOTO
¢ubposa (JID), xapakTepu3yIOTCsl BbIPAXKEHHBIMU KJIU-
HUYECKUMM CUMIITOMaMU, CYIIECTBEHHBIM CHIDKEHUEM
TOJIEPAHTHOCTHU K (PU3MIECKOM HATpy3Ke U KauyeCTBOM
xu3Hu (K2K), mnoxum nporrno3om [4, 5]. I[Ipu stom
CBOEBpPEMEHHAas TMAarHOCTUKa 1 afeKBaTHOE JieueHUe

KOMOPOMIHEIX 3a00JIeBAHUI MOXKET CYIIECTBEHHO I10-
BIMSITh Ha KIWHUUYecKue npossBiaeHus, KXK u porHos
y 3TUX MALMEHTOB, UTO SIBJISIETCS] KpaliHe aKTyaJbHbIM
IJIST KITWHUYECKOM TTPaKTUKHY, YIUTHIBAasT OTpaHNYEHHBIC
Bo3MoxkHocTH Tepanuu M3J1, ocobenHo npu ¢hpudopoTu-
yeckux (popmax.

HNnunomnatnueckuii JIO® (MJID) — onHa n3 HanboJiee
JacThIX (OPM MAUOMATHICCKUX MHTEPCTUIIMATBHBIX
ITHEBMOHMI, XapaKTePU3yeMBIX HaAJIUUYMEM MaTTepHa
O0OBIYHOI MHTEPCTUILIMATBLHOM ITHEBMOHUM U Pa3BUTHEM
nporpeccupyiomero JI®. NJID pa3puBaeTcst mpeuMyIie-
CTBEHHO Y TTOXKMJIBIX MALIMEHTOB, Yallle Y JIUI] MY>KCKOTO
rnoJia U Mpy HAJIMYMU KypeHusl B aHamHese [1].

TunepuyBcTBUTENbHBIN THeBMOHUT (I'TI) — Takske
onHO U3 Haubosee pacrpoctpaHeHHBIX M3JI, 00ycioB-
JIEHHOE€ BO3HUKHOBEHUEM MMMYHOOIOCPEIOBAHHOMI
peaKIy Ha BO3IEiICTBUEC MHTAISILIMOHHBIX aHTUTCHOB,
KOTOpOE 4acTo corpoBoxaaercs pa3putueM JID u He-
0J1aroNpUSATHBIM TIPOrHO30M [2]. BakHO OTMETUTB, UTO
pacnpoctpaHeHHOCTb I'TI BhIllIe y MalMEeHTOB cTaplie
55 net, HO MpU 3TOM 3a00JIeBaHUE pexXe pa3BUBAETCS
Yy KYPUJIBLIAKOB [6].

B 10 e Bpemsi Mo TaHHBIM OTHOTO U3 HEJaBHO MpPOBe-
JIIEHHBIX METAaaHAJIN30B ObIJIO TTOKA3aHO, YTO MYJIETUMOP-
OUIHOCTH (OMHOBPEMEHHOE HaJUUME > 2 XPOHUUYECKUX
3abosieBaHMil) BcTpedaeTcs B 37,2 % ciaydyaeB B OOLIEi
nonyJsiuuu 1 gocturaet 51,5 % y nui crapiie 60 jet [7].
TakuMm odpazoM, mpodjeMa KOMOPOUIHBIX 3a00JIeBaHU A
pu MJI® u I'TI ¢ yaeToMm Bo3pacTa IallieHTOB, Pa3BUTHS
IIBIXaTeJIbHOM HEIOCTATOYHOCTU U IIEJIOTO Psla IPYTUX
MaToreHeTUYeCKUX (HaKTOPOB, a TAKXKE B CUITY BHICOKUX
MMPOTHOCTUYECKUX PUCKOB, CTAHOBUTCS KpalfHe aKTyallb-
HOW [T KIIMHUYECKOM MPAKTUKU.

Llenpro HACTOSIIIIETO MCCIIEIOBAHMS SIBJISUIOCH U3yYe-
HME pacIpOCTPAaHEHHOCTH, a TaKKe KIIMHUYECKOTO 3Have-
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HUSI Y BIUSIHUSI HA TIPOTHO3 KOMOPOUIHBIX 3200eBaHUS
nipu UJI® u I'TI.

Marepuans! u MeToabl

Ha 6a3e KIMHWKYU MyJIbMOHOJIOTUM YHUBEPCUTETCKOM
KInHU4YecKoit 0ompHUIIBI No 4 DenepaibHOTO rocy-
JIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO yIpe-
XIeHus Beicuiero odbpaszosanusi IlepBoiii MockoBCKuUii
rOCYIapCTBEHHBI MEANIIMHCKUI YHUBEPCUTET UMEHU

N .M.CeueHoBa MuHMCTEepCTBa 3ApaBooxpaHeHust Poc-

cuiickoii @enepannu (Ce4eHOBCKUIA YHUBEPCUTET) MPO-

BEIEHO OMHOLIEHTPOBOE MPOCIIEKTUBHOE HAOII0AaTeIbHOE

HCCIIeIOBaHNE, B KOTOPOM TIPUHSIIA YYacTHE MTallUeHThI

(n=621) crapiue 18 1eT ¢ ycTaHOBJIEHHBIMU TMAarHO3aMU

NII® (n=229) u I'Tl (n = 392). lnHamMuyeckoe HabI0-

JIeHUE OCYLIECTBIISIJIOCH B TeueHue 12 mec.

Hccnenosanue ogo6peHo JIoKaibHBIM 3TUYECKUM KO-
MHTETOM U COOTBETCTBOBAJIO IMIPUHIIATIAM XeTbCUMHKCKOM
JeKIapalum.

JurarHo3sl yCTaHaBIMBAJIMCh MYJIbTUAUCIIUTIMHAD-
HOI KOMMCCHEW Ha OCHOBAaHUU KJIMHUYECKUX TaHHBIX,
mpodeCcCMOHATEHOTO 1 OBITOBOTO aHAMHe3a, pe3ysIbTa-
TOB KOMIIBIOTEPHO# TOMOTpachrl BEICOKOTO pa3pele-
Hust (KTBP) opranos rpynnoit kietku (OI'K), a Takxke
TIPY HAJTMYUU MOPMOJOTUIECKUX TaHHBIX U PEe3YJIbTaTOB
6ponHxoanbBeossipHoro gasaxa (bAJT).

Ycranosnenue nuarnosa I'Il cooTBeTCTBOBAIO MO-
JIOXKEHUSIM KOHCeHCcyca AMEpMKaHCKOTO TOPaKaJlbHOIO
obiectBa (American Thoracic Society — ATS), SInoH-
CKOTO pecrupatopHoro obiiectsa (Japanese Respiratory
Society — JRS), JlaTuHOAMEpUKAHCKOTO TOPAKATBLHOTO
obmectBa (Latin American Thoracic Society — ALAT)
(2020) [8].

Huarno3 WUJI® ycraHaBIMBaJCs COTIACHO MEXIY-
HaponHbIM pekomeHmanusiM ATS / EBpomneiickoro pe-
crnuparopHoro obuiectsa (European Respiratory Society —
ERS), /JRS / ALAT (2022) [9].

[Ipu onpeneneHnN HeMoTpadUISCKUX U KIIMHITIECKIX
XapaKTepUCTUK MAIIMEHTOB aHAJIM3UPOBAJINCH CIEAYIO-
1€ TTOKAa3aTeu:

* BO3pacT, noJi, uHaeKc Macchl Teaa (MMT);

*  UIMTEIIBHOCTH 3a00JIeBaHUS;

* CTaTyc KypeHUsI;

*  BBIPAXXEHHOCTb OJBIIIKH MO ITKaJe MOAUMDUIIMPOBAH-
HOTO OTNPOCHUWKAa BpuUTaHCKOTro METUIIMHCKOTO MC-
cienoBaTenbeckoro coBeta (modified Medical Research
Council dyspnea scale — mMRC);

* CTelneHb BhIPAXKEHHOCTHU KallljIs 10 BU3yalbHOM aHa-
soroBoit mikane (BAILL) u Jlectepckomy onpocHu-
Ky IJIST OLIeHKU BIMSHUS Kanursd Ha KK manmeHTOB
(Leicester Cough Questionnaire — LCQ);

*  TOJIEPAaHTHOCTb K (DM3MUECKOI HArpy3Ke Mo JaHHBIM
6-MuHyTHOTO I11aroBoro tecta (6-MILT);

* omeHka cumntoMoB I'DPB cormacHo ommpocHUKY
o niepBuyHo nuarHoctuke [' DPB (Gastroesophageal
Reflux Disease Questionnaire — GerdQ).

Ocoboe BHUMaHUE YIESJIOCh OLIEHKE KOMOPOUIHO-
CTU ¥ TIPOTHOCTUYECKMX (haKTOPOB. JIJIsI KaxkIoro Imaru-
€HTa pacCYMTHIBAJICSI MHAEKC KOMOpOumHocTH Yapib-
COHa — BaJlUAU3UPOBAHHAsI CUCTEMA KOJIMYECTBEHHOM

OLIEHKM BJMSIHUS COMYTCTBYIOILIMX 3a00JIeBaHUIA Ha TTPO-
THO3 BBDKMBaeMOCTH MaireHTa. Kaxmnoe conmyTrcTylolee
3a00JIeBaHNE OLIEHUBAJIOCh OTPEACICHHBIM KOJTMIECT-
BOM OaJJIOB B 3aBUCUMOCTH OT €TI0 IMPOTHOCTUYECKOM
3HAYMMOCTH, MOCJIE YEero PacCUMThIBAJICS CyMMapHbIi
WHIIEKC C YYeTOM Bo3pacTa naiueHTa. TsokecThb 3a0oJie-
BaHUSI ¥ IIPOTHO3 TAKXKE OLICHUBAJINCH C UCTIOJIb30BAHNEM
uHaekca GAP (Gender, Age, Physiology), BKII0OUaOIIETO
OJI, BO3PACT U MoKazaTeau (hyHKIUU JETKUX.

Y Bcex MalMeHTOB BBHIMOJHSJINUCH UCCIeI0BaHUE
(GYHKIIMM BHEITHETO IBIXaHUsI, TP KOTOPOM OIICHWBA-
JINCH CIICAYIONINE TTOKA3aTeIu:

* ¢opcupoBaHHas XHU3HEHHas] €MKOCTb JIETKMX

(DXKEN);

* 00beM (opCcCUPOBAHHOIO BbIAOXA 3a 1-10 CEKYyHIY

(ODB,);

* coorHomenue OPB, / ®XKEJ;
* oburas eMkocTb Jerkux (OEJ);
* (yHKIMOHAJbHAS OCTaTOYHAs €MKOCTh JIETKHX

(POE);

e ocTaTouHbIil 00beM Jerkux (OO0JI);
+  nuddy3noHHast CIOCOOHOCTD JIETKMX IO MOHOOKCUITY
yrepona (DL ).

ITo pesynpraTam axokapauorpaduu (9xoKI') oreHu-
BaJIMCh pa3Mephl ITPaBbIX OTAEIOB CEPALa, CUCTOJIUYECKO-
ro aaBjaeHus B jerouHoi aprepuu (CIJIA) 1 mokaszaresns
CHCTOJIMYECKOI 3KCKYPCUU TUIOCKOCTU KOJIbIIA TPUKYC-
munanabHoTo KianaHa (Tricuspid Annular Plane Systolic
Excursion — TAPSE), npoBonuiicst Takxxe aHaJIu3 ra3o0Boro
coCTaBa apTepuaJbHOI KPOBU.

IIporpeccupoBanue JID olleHUBAIOCH COTITACHO KPH-
tepusim ATS / ERS / JRS / ALAT (2022) kak Hanu4ue
> 2 U3 cenyrourx MpUu3HaKoB B Te4eHue | roaa:

*  YXYAIIEHUE PECITMPaTOPHBIX CUMIITOMOB;
+ abcomotHoe cHrkenne MXKEJ > 5 %

2801
- DL,>10%,

* MmporpeccupoBaHue uaMeHeHuit mo naHHbiM KTBP

OT'K.

CraTtuctuyeckass o0paboTKa JaHHBIX TPOBOAMIIACH
C UCII0JIb30BaHUEM MporpaMMHoro obdecrneyeHusi IBM
SPSS Statistics, Bepcus 26 (IBM Corporation, CILIA).
HopMmanbHOCTE pacIpeneicHUs OIeHUBAllach ¢ MC-
nojib3oBaHueMm kputepus lllanupo—Yunka. Konuue-
CTBEHHBIE TaHHbIE TTPEACTaBIICHBI B BUIE MeauaHbl (Me)
U MexXKBapTuiabHoro pa3maxa (IQR) nubo cpenHero
3HAYEHUST U CTAHIAPTHOTO OTKJIOHEHUS B 3aBUCUMO-
CTU OT THUIIa pacmupenencHus. st cpaBHEHUST KOJU-
YECTBEHHbBIX NMEPEMEHHBIX MCTOIb30BAIMCH KPUTEPUU
ManHa—YutHu, YunkokcoHa u Kpackena—Youuca,
KaTeropuajbHbIX — KpuTepuii x> [IupcoHa Uy TOYHBIIA
kpurepuit ®uinepa. KoppeasiimoHHbBI aHaJINU3 TTPOBO-
nuiics o Merony CrniupmeHa. 1151 olieHKY B3auMOCBsI3eit
MEXIy TToKazaTeJsIMU KOMOPOUAHOCTU, MHIeKcoM GAP,
KIMHUYECKUMU XapaKTEePUCTUKAMU U (DYyHKIIMOHATb-
HBIMU TTapaMeTpaMM TIPUMEHSIIMCh METOIBI IMHEHHOM
U JIOTUCTUYECKON PErpecCcuu ¢ pacueToM OTHOIIECHUS
mancoB (OII) u 95%-Horo 1OBEpPUTEITHLHOTO UHTEPBA-
ma (JIN), a takxke ROC-aHanmu3 ¢ onpenenreHneM 10~
maay ox kpuBoit (AUC). CrtaTucTHiecKu 3HAYMMBIMU
cuuTtanuch paznuuus npu p < 0,05.

nomx.’
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Pesynbrarthl eHTHI ¢ pubpoTHIecKoit popmoii — 89,9 %. O6was xa-
paKTepUCTUKA MAallMEHTOB MpeacTaBieHa B TaoI. 1.
B uccienoBaHuy IPUHSUIA Y9acTHe MALUEHTHI (1 = 621) ITpu cpaBHeHUM mauneHTOB ¢ MJI® u I'Tl momyde-

¢ kimHudeckumu auarHozamu MJID (n = 229) u I'l HBI oXumaeMmble pa3iddus 10 BO3pacCTy, MOJY, CTaTyCy
(n = 392). Cpenu nauueHToB ¢ ['TI mpeobnamanu mauu-  KypeHuUsl.

Tabauua 1
Obwas xapakmepucmuxa nauyueHnos
Table 1
General characteristics of patients
XapaktepucTuka nno rm ‘ p
Boapacr, ner 69 (62-74) 64 (56-70) 0,0001
Mon, %:
* KEHCKMIA 36 58 ‘
+ MyKcKoil 64 P | L
UMT, kr [ m? 27 (24-30,2) 28,4 (25-32) 0,004
Kypenue, n (%) 131 (57) 113 (28) 0,0001
WHpexc kypeHus, nayko-net 30 (11-45) 9 (0-25) 0,0001
Crax 3aboneBaHus, Mec. 37,5 (19-75) 39 (21-75) 0,681
Ouetka no GAP:
* Gannbl 4 (3-5) 3(2-4) 0,0001
* cTagus 2(1-2) 1(1-2) 0,0001
ycc 83 (77-90) 85 (78-94) 0,103
yon 20 (18-22) 20 (18-22) 0,669
Yucno naumentos, n (%):
* C LIMaHo30M 60 (26) 79 (20) 0,083
* C OTEKaMM 21(9) 39 (10) 0,887
* C CMMNTOMOM «6apabaHHbIX Nanoyek» 89 (39) 106 (27) 0,002
Oppiwka no wkane mMRC, 6annbl 3(2-3) 3(2-3) 0,417
Yucno naumnenToB ¢ kawnem, n (%) 189 (83) 312 (80) 0,382
OueHka kawns no BALL 4,5 (3-7) 5(2-7) 0,712
OueHka No onpocHukam, Gannbl:
‘LCQ 13,6 (11-16,4) 13,2 (11-16) 0,886
* GerdQ 6,5 (4-7) 6 (4-10) 0,489
Pesynbrathb! 6-MLLT:
* UCTaHLMA, M 320 (210-395) 390 (258-480) 0,0001
*$p0,, %, 94 (92-96) 94 (92-96) 0,939
* $p0, nocne Tecta, % 87 (81-90) 85 (80-89) 0,029
OXEN:
on 2,5(2-3,1) 2,04(1,6-2,7) 0,0001
* Koo 71 (57,5-84,5) 65 (53-78) 0,001
0B,
on 2,11 (1,6-2,48) 1,7 (1,31-2,22) 0,0001
* Poom. 78 (64-89) 68,6 (54-82) 0,0001
00B, / ®XEN, % 85 (79-91) 86 (81-91) 0,164
®OE:
on 2,33 (1,72-2,99) 1,97 (1,52-2,45) 0,0001
* Popom. 71 (59-88) 63 (55-81) 0,108
OEN:
°n 3,88 (3,13-4,89) 3,4 (2,7-4,26) 0,001
*% 66 (54-76) 63 (53-74) 0,145
Havauo. ITponosxenue tads. 1 cM. Ha ctp. 379
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Oxonuanue Ta6. 1. Havyano cm. Ha cTp. 378

DLoy %oom 40 (31-54,5) 44 (33,5-58,1) 0,038
[vnatauwus, n (%):

o K 23 (10) 21 (6) 0,018

«nn 22(9) 20 (5) 0,015
JIuHeHbIN pasmep, MM:

o K 38,5 (37-43,5) 37 (35-39) 0,004

o JIK 43 (43-47) 43 (42-46) 0,087
O6bem JIM, Mn 56 (51-70) 48 (43-56) 0,0001
Mnowaak MN, cm? 16 (14-19) 15 (13-17) 0,019
®B X, % 61 (56-64) 62 (59-65) 0,001
CANA, MM pT. CT. 38 (30-50) 40 (32-48) 0,844
TAPSE, MM 23 (22-24) 23 (23-25) 0,064
CONA | TAPSE 0,53 (0,38-0,63) 0,58 (0,48-0,7) 0,009
N no pesynsratam 3xoKr, n (%) 81(35) 136 (35) 0,136
CPB, mr/n 5,05 (2-10,4) 5(2,7-10) 0,839
Pa0,, mm pr. cT. 66,4 (58-78) 67 (56-76) 0,724
PaCO,, mm pr. cT. 37 (33-41) 39 (35-42) 0,065
pH 7,42 (7,38-7,45) 7,42 (7,39-7,45) 0,826
Pa0,/ Fio, 319 (266-381) 328 (273-366) 0,887
Mpuem npenaparos, n (%):

«TKC 65 (28) 191 (49) 0,0001

. :;T.z:z;);r:))eccaum (MukocheHonata modheTun, 3() a7 (12) 0,0001

* HUHTeAaHUO 42 (18) 39 (10) 0,022

* Up¢eHnaoH 19 (8) 12 (3) 0,085
IKT, n (%) 53 (23) 126 (32) 0,022
Mporpeccuposatue, n (%) 48 (21) 119 (30) 0,002
TNeranbHocTb, n (%) 48 (21) 58 (15) 0,012

Mpumeyanme: VMO — navonatudeckuit nerouHslii ubpo3; M - runepuyscTBuTenbHBIA nHeBMOHHT; MT - uHpexc maccsl Tena; GAP (Gender, Age, Physiology) - Lukana oLgHKv TSXeCT! 1 mpo-
rHo3a TeyeHwst uauonaTieckoro neroyHoro dubposa; YCC - yactota cepaeybix cokpaleHuit; YAL - vactota abixatensHbix Asvkeuit; mMMRC (modified Medical Research Council dyspnea
scale) - Lukana MoAMILIMPOBAHHOTO OMPOCHIKA BpUTaHCKOro MeAMLMHCKoro ccneaoBaTensckoro coseta; BALL - BusyanbHas aHanorosas wkana; LCQ (Leicester Cough Questionnaire) -
Tecrepckuit ONPOCHIK AN OLEHKI BMMAHNA Kawwns Ha KX nauvenTos; GerdQ (Gastroesophageal Reflux Disease Questionnaire) — 0mpocHIK N0 NepBIUYHOI AMarHOCTUKe racTpoasodareansHoi
pedpiokcHoi Goneskut; 6-MLIT — 6-muHyTHBIA WaroBbiii TecT, SpO, - caTypauya kposu kucrioponom; GKEN - dopcuposarHas xu3HeHHas eMkocTb nerkux; 0GB, — oGbeM (hopeuposaHHoro
Bbigoxa 3a 1-to cekyay; POE - dyHkuvoHanbHas ocTaTouHad emkocTs; OEN - obiuian emkocTs nerkux; DL — anddysuoHHas cnocoBHOCTb Nerkwx no MoHookouay yrmepopa; CPI (Composite
Physiologic Index) — ceonHbiii duanonorideckuit unaexc; MK — npasbiit xenynoqek; M - npasoe npeacepane; K — nesbii xenygoyex; NN - nesoe npeacepaye; OB — dpakuvs BbiGpoCa;
CINA - cucTonuyeckoe AaBnenme B neroyHoi aprepun; TAPSE (Tricuspid Annular Plane Systolic Excursion) - nokasaTens c1CTONMYECKOM aKCKYpCHY MAIOCKOCTY KoMbLia TPUKYCMMAANBHOTO Knana-
Ha ]I - neroyHas mnepteraus; AxoKT™ - sxokapavorpadms; CPB — C-peakTusHbii Genok; PaO, — napuyanbHoe Aasrenye K1CTIoposa B apTepuarbHoii kposu; PaCO, — napuyanbHoe Jasretie
YITIEKUCIIONO Fa3a B apTepuanbHoit kposi; FiO, — dhpakuyoHHas KOHLEHTPaLWA kvenopoda BO Biblxaemoit ra3osoi emeck; MKC — riokokoprukoctepouapl; KT — anuTenbHas kvcropogoTepanis.

Y nateHToB ¢ MJI® BbIBICHBI CIAYIOLINE OTINYMS:
* OoJblas TsKecTh 1o mkajne GAP;
* MEHbIIAs BeJIMYNHA OTUCTAHIINK, TPOMICHHON TIpr

BoInosHeHnu 6-MIIT;

* OGosiee Huskue nokasareau DL (% );
* PO OTJUYUI MO OCHOBHBIM TMoka3zaTesiM DXxoKT,

BKJTIOUAsI pa3Mephl IIPaBBIX OTAEIOB Ceplia.

Y nauuentoB ¢ I'TT orMedyeHbl 60iee HU3KKE MOKa-
satenn SpO, B KoHue 6-MIUT, ®KEIL, (%, ), OPB,
(%) 1 OEJI (o). Mexny naumentamu ¢ MJI® u I'TI
HE BBISIBJICHO CYIIIECTBEHHBIX PA3IMUMIA ITO KIIMHITIECKIM
MIPOSIBICHUSIM 3a00J1eBaHus (OLIEHKA OIBIIIKA TT0 IIIKaJIe
mMRC, kanuisg no BAIL, LCQ) u kucioponHoMy cTaTyCy
(TTapIMaIbHOTO JAaBJICHHS B apTEPUATbHOI KPOBU KUCIIO-
pona (PaO,) u yriaekucinoro raza (PaCO,), dppakuronHoi
KOHIICHTPALIMU KMCJIOPOIa BO BABIXaeMOIf Ta30BOI CMe-
cu (Fi0O,), cootnomenus PaO, / FiO,).

KomopbuaHocTh B 00111e#t BHIOOPKE MaleHTOB:

*  0e3 KoMopOMIHBIX 3a00neBanmil — 88 (14,2 %) maim-
€HTOB;

« 1-3—411(66,2 %);

* >4-122(19,6 %).

ITpu aTOM UMCI0 KOMOPOUTHOCTEN OKa3bIBAIO 3HA-
YUMOe BIMSTHUAE Ha TIporHo3 3aboeBanus (O — 1,19;
95%-ub1it N — 1,02—1,39; p = 0,027). B xone ROC-
aHaJM3a 3HaYMMOE BJIMSHUE YKMCIa KOMOPOUIHOCTEM
Ha JIETaJbHBI MCXOMA TOATBEPAMJIOCH (TIOMIAb O/
kpuBoit (AUC) — 0,587; 95%-nuwiit IV — 0,521-0,654;
p =0,01). [ToporoBoe 3HaAYeHNE YNCITa KOMOPOMIHOCTEM,
OKa3bIBAIOLIMX 3HAUMMOE BIUSIHUE Ha JIETaTbHOCTD, CO-
CTaBUJIO > 2 (4yBCTBUTEIbHOCTL — 69,8 %, cneundud-
HocTb — 72,9 %).

BaxxHo Takke OTMETUTh, YTO YHUCJIO KOMOPOUIHOCTEM
1 TIoKazaTesu uHIekca YapabcoHa 3HauMMO pa3iuvairch
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MEXy MalMeHTaMu C Pa3JIUYHbIMU CTAIUSMU 110 LIKaJe
GAP.

CpenHee 4MCIIO KOMOPOMITHOCTEH B COOTBETCTBUU

CO cTaauel 3a00eBaHU:

« 1-2(1-3);

o II-2(1-4);

« III—3(2-3) (p<0,05).

CpenHuii mokasareb nHaekca YapapcoHa B COOTBET-
CTBUU CO cTaayeil 3a001eBaHusI, OasUIbl:

« [—-3(4-5);
« II—4(3-5);
« II—-6(4-7) (p<0,05) (puc. 1).

B xone koppeassuMOHHOrO aHajlku3a BhISIBIEHA B3aM-
MOCB$I3b MHAEKca YapabcoHa ¢ BO3pacToM, KypeHUEM
1 MHAEKCOM KypeHUs (ITa4Ko-JIeT), TIPA 3TOM IIpHU I10-
CTPOEHUY MOIEIM MHOXECTBEHHOM JIMHEMHOMU perpec-
cun (R?=431) Haubosiee 3HaYMMOE BIMSIHUE HA TaHHBINA
rokasaTeJib OKa3blBaiu Bo3pacT namueHToB (p < 0,0001)
u kypenue (p =0,033).

Nupexc YapabcoHa HaXoaUICS B KOPPEISILIUOHHOM
CBSI3U C IMCTAHLMEN, MPOUIEHHOM IIPU BBINTOJHEHUU

6-MIIT (r = —0,29; p = 0,0001) 1 OLIEHKOI1 IO LIKaJe
mMRC (r = 0,27; p = 0,00001). ITpu npoBeneHuu per-
PECCHOHHOTO aHajn3a MOATBEPAMIOCH 3HAUNMOE BITU-
ssHUe nHaekca YapabcoHa Ha ToKa3aTeln JUCTAHIIUH,
MpoliaeHHOM npu BeinojHeHuun 6-MILT (p < 0,0001),
U olieHKY B 6aynax no mkaite mMRC (p < 0,0001).

Nnnexc YapabcoHa Obl1 3HAUUMBIM TTPEANKTOPOM
JIeTaJILHOTO MCcX0a B 00111eit Boioopke nmatreHToB (OLL —
1,195; 95%-nw1it N — 1,06—1,35; p =0,005). 3Haunmoe
BIVsTHUE MHIeKca YapibcoHa ¢ TIOPOTrOBbIM 3HAYCHUEM
4 GaJia Ha JIETAJTbHOCTD TTOATBEPIMIOCH TTPY TIPOBEIEHNUN
ROC-ananu3a (4yBcTBUTENIBHOCTL — 63,8 %, crielcud-
HocTh — 71,2 %; AUC — 0,608; 95%-ub1it IV — 0,541—
0,675; p =0,002) 1 mpu MOCTPOSHUU KPUBBIX BbIKUBAE-
Moctu MetonoM Kamrana—Meiiepa (mporHoctuyeckas)
(long-rank tect — p =0,007) (puc. 2).

HaubGonee yacTbiMM KOMOPOMIHBIMU 3a00JI€BaHUS -
M1 Kak 1ipu UJI®, tak v ipu ['TI Ob111 runepToHnye -
ckas 6one3Hsb (I'b), cepaeyHo-cocynucToie 3ab0JeBa-
Hus (CC3), cpenu KOTOPBIX MTpeodIagaid NIeMIIecKast
6ose3nb cepaa (MBC) n xpoHuyeckast cepaeuHast He1o-

Puc. 1. CpaBHeHMe yuCiia KOMOPOUAHBIX
3a00J1eBaHuMi U MHAeKca YapiabcoHa

y TIAIUEHTOB C PA3TUYHBIMU CTATUSIMU
no mwkane GAP: A — cpaBHeHMe yncia
KoMopOuaHocTeii; B — cpaBHeHMe mo-
Kazareneil unaekca Yapabcona

Figure 1. Comparison of the Number of
Comorbidities and Charlson Comorbid-
ity Index in Patients with Different GAP
Stages: A — comparison of the number of
comorbidities; B — comparison of Charl-
son Comorbidity Index values

Puc. 2. Kpusas BbxuBaemocTu Kar-
JlaHa—Meliepa: 3aBUCMMOCTb BbIXKMBae-
MOCTHU OT MHAeKca YapabcoHa

Figure 2. Kaplan — Meier survival curve:
association between survival and Charl-
son comorbidity index
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cratouHocTh (XCH); oOpaliaer Ha ce0sl BHUMaHME TaKxKe
BbICOKas pacnpocTpaHeHHOCTh JIT' B o6enx rpymmnax (37
u 35 % cootBeTcTBeHHO). KpoMme Toro, B 06erx IpyIinax
yacto Bctpeuasiack ['DPB, CII 1 6poHX00OCTPYKTUBHBIE
3aboneBanus (bO3) (puc. 3).

IMpu cpaBuenuu nanyentos ¢ MJI® u I'TI monyueHs
3HAYMMBIC PA3JIMYHUS 10 YUCITY KOMOPOMIHOCTEH, MHICK-
cy Yapnbcona n Hanmnuuio CC3, O3, oHKonoTM4ecKnx
3abosieBaHuit (TabMI. 2).

CeppeyHo-cocyaucTble 3aboneBaHus

Pacnipoctpanennocts CC3 cpenn nauueHton ¢ UJID
cocraBuiia 62 %, npu I'Tl — 44 %. I1pu npoBeieHUH KOpP-
PEJISILMOHHOTO aHaIM3a HarboJiee 3HAUMbIE CBSI3U BbI-
SBJIEHBI MeXX 1y HannureM B aHamHe3e CC3 1 Bo3pacTom
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namueHToB (r = 0,24, p < 0,0001), ctagueii nmo 1mkaie
GAP (r=0,23, p <0,0001), ogbiukoii rmo mkaie mMRC
(r=0,22, p<0,0001), nucranuueit B 6-MIIT (= —0,3,
p<0,0001), DL, %, (r=-0,212; p =0,015), PaO, /
FiO, (r = -0, 27 p < 0 ,0001), kypeHuem (r = 0, 21
p= 0 ,007), UMT (r=0,23; p =0,003).

I1pu 5TOM IpU MPOBEAECHUN MHOXECTBEHHOI'O per-
PECCUOHHOIO aHa/n3a HanboJiee 3HAYUMbIMU MPEIUK-
topamu Hayimuus y nauueHToB ¢ UJID, I'TT u CC3 6biu
Bo3pact nauueHToB (OLI — 1,097; 95%-up1it AN —
1,052—1,144, p < 0,0001) n PaO, / FiO, (OLI — 0,994;
95%-nblit 1A — 0,989—0,998; p =0,009). ITpu nposene-
Huu ROC-aHanu3a nojyyeHHbIe pe3ybTaThl MOATBEP-
JTIJTACH: Bo3pacT crapiire 60 yieT (4yBCTBUTEIBHOCTb —
82,2 %, cneuuduaHocts — 63 %; AUC — 0,640; 95%-Hblii
AN — 0,596—0,684; p < 0,0001), PaO, / FiO, — < 300

= MNO
u M

Puc. 3. PacnipocTpaHeHHOCTh KOMOPOMIHBIX 3a-
‘—p<0gs pocTp p

0OoJieBaHU Y TTAIIMEHTOB C UAVMOTIATUYECKUM Jie-
rOYHBIM (PUOPO30M U TUIIEPUYBCTBUTEIbHBIM
IMTHEBMOHUTOM

[Mpumeuanue: NJI® — uaronatnyeckuii IeroUHbIi
¢ubpo3; I'MT — runepyyBCTBUTEIBHBIN THEBMOHUT;
I'b — runepronunyeckas 6ose3Hb; CC3 — cepreyHo-
cocynuctbie 3a0oneBanus; JII' — nerounas rumnep-
TeH3ust; [DPB — ractpossodareanbHas pedIoKcHast
6one3nb; C/] — caxapHbiit tuadet; O3 — 6poHx0-
o0cTpyKTHBHBIE 3a00eBaHus; XBIT — xpoHuueckas
6ose3Hb ouek; BTD — BeHO3Hast TpoMO0IMOOITHS ;)
BIT — 6onesnsb nmeyenu; * — p < 0,05.

Figure 3. Prevalence of comorbid diseases

in patients with idiopathic pulmonary fibrosis
and hypersensitivity pneumonitis

Note: *, p < 0,05.
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Table 2
Comorbidities associated with idiopathic pulmonary fibrosis and hypersensitivity pneumonitis; n (%)
KomopbuaHocTb Uno (n =229) ‘ M (n =392) p
CpepHee yncno komopomaHocTei 2 (1-4) 2(1-3) 0,002
WHpeke YapnbcoHa 4 (3-6) 3(2-5) 0,0001
6 167 (73) 262 (67) 0,227
cc3 143 (62) 173 (44) 0,0001
nr 85 (37) 139 (35) 0,794
r3PB 49(21) 78 (20) 0,757
cn 38 (17) 79 (20) 0,287
503 30 (13) 26 (7) 0,013
XBN 20 (9) 22 (6) 0,185
3aboneBaHus neveHu 15(7) 20 (5) 0,477
BeHo3Hble TpomGoambonum B aHamHe3se 16 (7) 16 (4) 0,252
Oxkonoruyeckue 3abonesanus 20(9) 17 (4) 0,036

Mpumeyanve: VNG — nanonatdeckuit nerowxblit ubpos; M - rnepuyBCTBUTENbHBIA NHEBMORNT; b — rnepToHryeckas Gonesus; CC3 - cepredHo-cocyucTble 3abonesanus; I - neroyHas

rvnepteHanst; ISP - racTpoasodhareansHas pedpniokcHas 6onesb; Cl] - caxapHbiit guaber; BO3 — 6poHxoobeTpykTUBHbIE 3ab0neBatms; XBIT - xpoHueckas GonesHb noyek.
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(uyBcTBUTENBLHOCTD — 71,3 %, cnenuduaHocTs — 58,8 %;
AUC —0,659; 95%-nbr1it 1 — 0,578—0,740; p < 0,0001).
Baxno ormeTuth, yto Haymmune CC3 coryacHo JaH-
HbIM JIMHEMHOI'O PerpecCMOHHOTO aHa/IKM3a OKa3bIBajlo
3HAYMMOE BJIIMSHUE Ha TTOKAa3aTellb MPOUAEHHOMN TUCTaH -
uuu npu BeimosHeHuun 6-MIIT (p < 0,0001), orieHKY
onpimiku 1o mMRC (p < 0,0001) u DL, (p = 0,035).
B xone ROC-ananusa nokasaHo, 4yro 3Hayenue DL
<35%,,,, (4yBCTBUTENBLHOCTD — 75,4, ciennuyHOCTb —
54,0 %; AUC — 0,569; 95%-nwiit IW — 0,513—0,625;
p = 0,015), nmpoiineHHasT TMCTAaHIINAS TIPU BHITTOJTHEHUHT
6-MIIT < 300 m (uyBcTBUTEABbHOCTD — 77,7 %, crne-
urduyHocts — 51,2 %; AUC — 0,673; 95%-nbr1it 1N —
0,620—0,725; p < 0,0001), ouenka oapiuku mo mMRC
> 3 6a/u10B (4yBCTBUTEILHOCTL — 69,0 %, crietuduy-
HocTb — 53,02 %; AUC — 0,623; 95%-nb1it W — 0,576—
0,670; p < 0,0001) MOoXHO paccMaTpUBaTh B Ka4eCTBE
MpeauKTopoB Hannuus y nauueHtoB CC3. be3ycioBHO,
CyIlIeCTBeHHBIN BKJaa B pa3puTue CC3 BHOCUT HAIMYME
JIT: cpenn nmanumenToB ¢ CC3 pacrnpoctpaHeHHOCTh JITT
ObL1a cyiecTBeHHO Bhile (60 % vs 40 %, p < 0,0001).

B pamkax mipencTaBieHHOM paOOThI He ITOATBEPIUIIOCH
3HaunMoro BausHUS CC3 Ha JIeTalbHOCTh, UYTO, BEPO-
SITHO, MOXET ObITh O0YCJIOBJI€HO HEIOJTUM TePUOIOM
HaOJIIoNeHUST 3a TAallMeHTaMMU.

lacTpoasodpareansHan pedpniokcHas 6onesHb

ITo nanHbIM aHaMHe3a 1 pe3yabTaTaM onpocHuka GerdQ
I'DPB BhisiBieHa y 21 % nauuentoB ¢ UJID u 20% na-
nuenTos ¢ I'TI.

HMHTEepecHO, YTO KOPPEISIIMOHHBIX CBI3EH MEXIy
HajuuueM B aHaMHe3e 'DOPB, a Takke nmokazareasiMu
GerdQ, pacnpocTpaHEHHOCTbIO U UHTEHCUBHOCTbIO
Kalwis He BeIsIBIIeHO. [TanmmenTsl ¢ ['DPB npenwsapisim
>XaJioObl Ha Kartesb B 86,5 %, a 6e3 TOPB — B 80,9 % ciy-
yaeB. Pazmuuumii mo yactore mporpeccupoBaHmsl, HATMIUIO
(pnbpo3a, BEIpaskeHHOCTU (PYHKLIMOHATBHBIX HApyIIIEHU I
TaK:Ke He TTOIydeHO.

CaxapHblit gnabet

CJ1 siBnsieTcst TakKKe OMHUM U3 HanboJiee pacripoCcTpaHeH-
HBIX COITYTCTBYIOLIMX 3a00yieBaHuMii y nauueHToB ¢ 1D
(17 %) u I'TT (20 %). BaxxHO OTMETUTH, YTO B paMKax
TpeCcTaBIeHHOW pabOThI pa3IMvuii TI0 PaCIIPOCTPAHEH -
Hoctu CJI Mexy malnreHTaMu, MoaydaloliMy U He TT0-
JIyJaIOIIMMU TEPANUIO0 CUCTEMHBIMU TJTIOKOKOPTUKOCTE-
pouaaMu, He BBISIBICHO.

B Hacrosiiem uccnenosanuu CJI oka3biBasl 3HaUU-
MO€ BJIMSTHUE Ha JIETAIbHOCTH Y martueHToB (O — 2,43;
95%-ubiit 1N — 1,28—4,61; p =0,007). OgHako mnpu pac-
npenejeHuu 1o rpynnamM BausiHue CII Ha neTaabHOCTh
nipu NJI®D He mocTUTIIO CTAaTUCTUIECKON 3HAYMMOCTH,
a B rpynme ['TI okazanocs cymectBeHHbIM (O — 2,58;
95%-ubit 1N — 1,19—-5,59; p =0,016).

BpoHXx0006CTPYKTUBHLIE 3ab0neBaHus

BO3 pocToBepHO Yalle BCTpedaauch B I'PyMIe Malu-
eHToB ¢ MJI® o cpaBHenwmto ¢ rpynmoit I'TI (13 % vs

7 %; p = 0,013). I[1pu aTOoM HauboJIblIEE TPEIUKTUBHOE
3HAYCHME TSI BBISIBJICHHUST OOCTPYKTHBHBIX 3a00JIeBaHU I
umen nokasareab O®B, / ®XKEJT (O — 0,92; 95%-nbiii
AN — 0,85-0,99; p = 0,043) u nokazarens ®OE, %,
(oI — 1,07; 95%-uw1it AN — 1,02—1,13; p = 0,012).
OxumaemMo HanboJIee 3HAUNMBIM TTPEINKTOPOM HAJTIMS
y nauueHToB bO3 6bu10 Kypenue (OLL — 6,53; 95%-Hblit
AN — 1,91-22,33; p = 0,003). BaxkHO TakKXKe OTMETUTb,
yto Haanuue bO3 yBenmuuBaso BEpOSITHOCTb HAJTUUUS
y maruenToB JIT (OLL — 2,40; 95%-wubrit 1N — 1,10-5,25;
p =0,028).

ITpu ouenke BmusiHusg bO3 Ha KITMHUYECKUE CUMIITO-
Mbl M13J1 He BBISIBIEHO 3HAYMMOTO BJIMSIHUSI Ha YacTOTY
(90,9 % — nipu Hanmuuu BO3 vs 81,2 % — ripu Ux OTCyT-
crBun; p = 0,095) n nHTeHCMBHOCTH Kanuist. Hamnume
BO3 3HaunMoO He BAUSIO HAa UHTEHCUBHOCTD OIBIIIKHU
no mMRC, nipu 3TOM 0Ka3bIBaJIO CYLIECTBEHHOE BJIMSI-
HMUeE, TIOATBEPKICHHOE B PETPeCCUOHHOM aHaJIM3e Ha Jie-
caTypauuio npu BeimoHeHuu 6-MIIT (p =0,007).

Hannuue oGCTpyKTUBHBIX 3a00JI€BaHUM JIETKMX Ha-
XOIUJIOCH B IIPSIMOM KOPPEISALMOHHON 3aBUCUMOCTH
¢ pstmoM (PYHKIIMOHAJIBHBIX TTapaMeTPOB B TPYIIIIE Ma-
uuentos ¢ UJI®: ®KET, %  (r=0,3; p =0,0001),
ODB, (r=0,16; p =0,25), ODPB, / ®XKEJI (r = —0,16;
p =0,032), OEJL, %, . (r=0,034; p =0,0001), POE,
% 0. (r = 0,28, p =0,007).

[Ipy uHTEpHIpPETALIMK IIOJYUYEHHBIX PE3Y/ILTaTOB Kpaii-
HE Ba)KHO YYMThIBATh BIMSIHKE COITYyTCTBYIOLIEH aMpu3e-
MBI, KoTopasi Obuia BbisiBlieHa y 42,9 % nanueHToB ¢ UJID
n 19,1 % nauuenTos ¢ I'TI (p =0,002). Tak, 0CTOBEpPHBIE
OTJIMYUSI MEXIY MaLlMeHTaMU ¢ 9M(bU3eMOii 1 6€3 TAKOBOM
MMOJIydeHBI MO TaKNM mnokasatensiMm, kKak MXKEJ, %Hm‘
(77 (57—-88) vs 64 (54-78); p =0,011), ODPB, % . (79
(65-92) vs 72 (56—84); p = 0,051), OEJL, %, (69 (61—
83) vs 61 (52—70); p =0,005), DOE, % (76 (60—92) vs
62 (51-78); p =0,042).

JOJTK.

O6cyxaeHue

B pamkax uccienoBanust y 66,2 % mnaluueHTOB YMCIIO KO-
MopOuaHOCTEl cocTaBuiio ot 1 1o 3,y 19,6 % naiueHTOB
OTMEUYEeHO > 4 KoMOpOUAHbIX 3aboneBaHuit. [Tpu aTom
pu MJI® nio cpaBHeHMto ¢ I'T1, a Takke y imi1 ¢ GoJTbIeit
TSKECTBIO 3a0oeBaHms 110 mkaine GAP yucio xomop-
OUIHBIX 3200JIeBaHUI OBUTO JOCTOBEPHO OosbIle. BaxkHO
OTMETUTh, UTO HAJIMYKE > 2 KOMOPOMIHBIX 3200/ IeBaHU I
OKa3bIBAJIO 3HAYMMOE BIIMSTHHE Ha TIPOTHO3 MMAIleHTOB.
[IporHocTyeckoe 3HaUCHUE TTOATBEPAMIOCH TAKXKE TIPU
nHiaekce YapabcoHa > 4 6ajjioB, IokKa3aTeJu KOTOPO-
r'o TaKKe OBIIA JOCTOBEPHO BHINIE Y IManueHToB ¢ 1D
U cpeay MalueHToB ¢ OoJiee Tskeaoi (popmoii 3aboseBa-
Hus o mkaixe GAP.

ITo nanHbIM MccnenoBaHus [4] TakKe MPOAEMOHCTPH -
poBaHa IMPOTHOCTHYECKAs 3HAUMMOCTh MHAeKca Yapibco-
Ha cpeau nanreHToB ¢ hudporrmueckuM [T (OII — 1,48;
95%-nb1it N — 1,03—2,12; p = 0,036).

BonbimHCTBOM MccaenoBaresieil MoATBEPKAAETCS,
YTO KOMOPOUIHBIE 3a00JIeBaHUS BHOCIT CYIIECTBEH-
HBIN BKJIAI B TIporHo3 y manueHToB ¢ M3J1. [To naHHBIM
J.Y.Moon et al. yBennueHne 4ynucia KOMOPOUIHBIX 3200~
JIEBaHUI acCOLIMUPOBATIOCH C yBEJIUUEHUEM pUCKa Jie-
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TajabHOro rcxona npu puopornueckux U3J1 (OLL — 1,15;
95%-nb1it N — 1,05—1,26; p =0,002) [10].

Cxoskue pe3yibTaThl ObLTH 1osxyueHbl M. Kreuter et al.
Tak, nokazano, uyro npu NJI®D cpegHee KOIUIECTBO KO-
MOPOMIHBIX 3a00JieBaHUT Ha | MmalMeHTa COCTaBJsIeT
2,68 £ 1,83 (0—7). B uccinenyemoii rpyrne y 57,7 % nauu-
€HTOB OTMe4eHO 1—3 komopbuaHoctu, ay 30,5 % —4—7.
IMo nanuwiM M. Kreuter et al., cyllieCTBEHHOE BIUSTHUE
Ha niporHo3 y nmanueHToB ¢ MJI® okaseiBaiun CC3, conyT-
CTBYIOIIIME 3a00JIeBaHsI OPTaHOB IBIXaHMS U PaK JIETKOTO,
a Hammuue ['BPB, B cBOIO ouepenb, acCOUMPOBAIOCH
C Iy4IIuMm TiporHo3om [11].

J. Wiilscher et al. y 58 % w3 211 nanuenTtos ¢ I'TI BbI-
siBJieHO 1—3 KkoMopOuaHBIX 3a00eBaHuii, y 31 % — > 4.
Haubombliee uncio KOMOpOUAHOCTEN MPUIILIIOCH Ha TMa-
TOJIOTUIO CEPAEYHO-COCYIUCTON cucteMsl (65 %). pu
9TOM HanboJjiee YaCcThIMU HO30storussmMu obl1u I'b (56 %),
I'DPB (24 %), C (20 %) n UBC (18 %). Takske mo naH-
HbIM J. Wiilscher et al. Hanbosblllee BIUSHUE Ha ITPOIOJI -
KUTEJTbHOCTD >kn3HU maieHToB ¢ ['T1 okasweiBamm JIT', CJI,
U AuacTonvecKast IMCyHKIMS JIEBOTro xkeaynouka [12].

L.Schwarzkopf et al. nokazaHo, 4To HanOOJbLIEE TTPO-
THOCTUYECKOe 3HaYeHue Wi nanueHToB ¢ M3J1 nmeror
crenytonue 3aboneBanus [13]:

+ pakJjerkoro (O — 1,86; 95%-nwrit AU — 1,74—1,98);

« XCH (O — 1,53; 95%-ub1it AN — 1,46—1,60);

« JII' (Ol — 1,4; 95%-ub1it AN — 1,31—1,56);

+ WUBC (O — 1,33; 95%-ub1it 1N — 1,24—1,42);

* XxpoHuueckas 6osie3Hb nouek (XbIT) (OO — 1,27;
95%-nb1it U — 1,21—1,33);

« ocnoxHeHHbiii C[ (OLL — 1,12; 95%-ubiit AU —
1,06—1,20);

« anemus (O — 1,11; 95%-nwrit AU — 1,04—1,19).

ITpu 3TOM B paMKax 3TOI Xe pabOTHI y MalliEHTOB
¢ I'TT He ToTy9eHO 3HAYMMOTO BIUSIHUS KOMOPOMIHBIX
3abosieBaHMit Ha MpoTHO3 [13].

B npencraBieHHoit paboTe Hanboee YacThIMU KO-
MOpPOMIHBIMU 3a00JieBaHUsIMU Kak 11py UJID, Tak v npu
I'TI 6sun I'B, CC3, JIT, I'DPB, CJ1 u BO3. ITauneHTs
¢ MJI® ornmnuanucs ot nauueHToB ¢ I'T1 mo pacripocrpa-
HeHHocTu CC3, BO3 1, 4To BaXKHO MOAYEPKHYTh, SM(PU-
3eMBI JIETKHX.

B omHOI1 13 KTI0YEBBIX paOOT IO M3YIEHUIO KOMOP-
ounHocty ipu M3JI, oxBaTUBIIEH IUPOKUIA TTyJT AL -
€HTOB C pa3JIMYHbIMU HO30JIOTUSIMU B TaHHOM TpyTIIe
(n =36 817), yacToTa OCHOBHBIX KOMOPOUIHBIX 3a00J1€-
BaHUIi ObUIa CJIEIYIOLIEH:

*  XPOHUYECKHUE pecIpaTopHble 3a0oaeBaHns — 55,9 %;
« I'b—50,3%,;

« CO-31,8%;

« UBC - 31,6 %;

* apurMuu — 26,3 %;

« gnenpeccus — 20,1 %;

* XbIT - 19,1 %;

« oxupenwue — 18,5 %;

« I'DPb — 14,9 %;

« JIl-7,9 %,;

*  CHUHIPOM OOCTPYKTHBHOIO artHo3 cHa — 6,4 %;
* pakyerkoro — 6,3 % [13].

Ha 6osnb10ii BeI6opke narueHToB ¢ UJI® (n = 6 666)
L.C.Sia et al. He OBLIO BBISIBJIEHO KOMOPOUIHBIX 3a00-

sneBanuii y 34,7 % nmauuenrtos, I'b BeisiBiieHa y 33,4 %,
CIO—vy18,6%, UBC —y 18 %, 'DPb —y 17,4 %, rpbixa
MUILEBOIHOIO OTBEPCTUS AuadparMel — y 6,8 % manu-
eHTOB. B paMKax maHHOTro MCCaeI0BaHUS ITOTISPKHY-
Thl pa3JUyMsl B PaCIpPOCTPAaHEHHOCTH KOMOPOUIHBIX
3a00sieBaHUIT B 3aBUCUMOCTH OT T0Jia MmalueHToB. Tak,
CJl u UBC BcTpevanuch JOCTOBEPHO Yallle y MY>KUMH
(19,7 % vs 14,6 % 1 19,9 % vs 11,2 % COOTBETCTBEHHO;
p<0,001) [14].

Cepﬂ,e‘-IHO-COCY,ﬂVICTbIe 3aboneBaHuA

Haubonee yacTbiMu KOMOPOMAHBIMU 3a00JIEBAaHUSIMU
Kak cpenu naveHToB ¢ MJI®, tak u B rpyniie 'TI 6bu1n
CC3 (62 % v 44 % cOOTBETCTBEHHO). BhIsIBIIEHO, 4TO
OCHOBHBIMU TIpearKTopaMu pa3utus CC3 Obutr Bo3pact
crapiue 60 JIeT ¥ TUITOKCEMUS.

IMo nannwiM C. Hyldgaard et al., CC3 BoisiBnensl y 20 %
marueHToB ¢ UJID [15]. [To marueM G. Raghu et al., pac-
npoctpaneHHocTh MBC cpenu manmentos ¢ MJID moxer
pocTurath 68 % [16].

ITo pe3yabTaTtaM psiaa McciaenoBaHUid OATBEPXKICHO,
yto NJID MoXeT OBITH He3aBUCUMBIM ITPEIUKTOPOM pas-
Butus MUBbC, He3aBrCUMO OT Bo3pacTa, 1oJjia U cTaTyca
KypeHwust [17].

R.Sinha et al. noxasano, yto manueHTsl ¢ UJID, 1o-
CIIUTAIM3UPOBAHHBIC B CTAIIMOHAD, XapaKTepU30BaINCh
6onbiieii pactipoctrpaHeHHocThI0 MBC mo cpaBHeHMIO
¢ nmuamu 6e3 MWD (32,5 % vs 15,8 %, p < 0,001), uto
TMOJATBEPANIOCH U B MOJIEJIN PErpeCCUOHHOIO aHaIn3a
(O — 1,77; 95%-ub1it AN — 1,54—2,02; p < 0,001) [17].

KpaiiHe nHTepecHbIC pe3yabTaThl IIPOAEMOHCTPUPO-
BaHbl K. Bray et al. Tak, mokazaHo, 4YTO pUCK 3HAYUMOTO
YBEJIMUIEHSI KAJTBLIEBOTO MHIEKCAa KOPOHAPHBIX apTepuid
mpu NJID maxe mpeBwIIIacT yKa3aHHbIC PUCKH Y TTaIlv-
enroB ¢ XOBJI (OI — 5,6; 95%-ub1it AW — 2,9—-10,9;
p<0,001) [18].

IMatorenetTnueckast B3anmMocsi3b MJI® u UBC sB-
JIIeTcsl IpeAMeTOM HaydyHoOTo Tmoucka. [IpenmoraraeT-
Csl pOJIb TUTTOKCEMUM M PEaKTUBHBIX (hDOPM KHUCIOpOaa
B BO3HUKHOBEHUM HMIIIEMUU B CyOIHIOKapAe 3a CUeT
HapyIIeHUs TO0CTaBKMU KUCIOPOIa, 00CyKaaeTcsl TakxKe
pOJTb aKTUBAIIUM AKKYMYJISIIIMY MaKpo(aroB B pa3BUTUU
arepockiieposa [3]. [loreHManbHOE 3HaYeHNE UMEIOT
TakxKe M o0lIMe reHeThIecKue npeaukTopsl st UMD
u UBC, B yacTHOCTU, MyTallMM B FeHaX, OTBEYaIOILIUX
3a yKopodeHue teiaomep [19].

S.Kato et al. mokazaHo, 4to pacrnpoctpaHeHHocTh UBC
n XCH 6bl1a cyiecTBeHHO Bbille y nauueHToB ¢ MJID
9,3%vs4,4% (p<0,001)u8,2%vs3,7% (p<0,001)
COOTBETCTBEHHO). [Ipu 3TOM He BBHISIBICHO TOCTOBEP-
Horo BiausHusg MBC Ha nporHos y namuentos ¢ UJID
(cpenHuii nepuron HabmoaeHUsT — 1,6 Toma), B TO Bpems
kak Hanmuuue XCH Ob110 He3aBUCUMBIM MPEAUKTOPOM
cMeptH y marueHToB ¢ UJI® (OL — 3,67; 95%-ublii
AN — 1,57-8,56; p = 0,0025) [20].

3a BpeMs1 HaOaoaeHus npu Haauuuu CC3 nmoutu
B 5 pa3 yBeJIMUYUBAJICS PUCK JeTaibHOoro ucxoaa (O —
4,7:95%-ubit A — 2,0—11,1) [15].

B pamkax npencraBiieHHOI pabOThl HE TTOATBEPAU-
Jgoch 3Hauumoro BaugHug CC3 Ha JIeTaJIbHOCTb, 4YTO,
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BEPOSITHO, MOXKET ObITh 00YCJIOBAEHO HEAOCTATOYHBIM
cpokoM HabOmoaeHus 3a nauueHtamu. [pu atom CC3
OKa3bIBAJIA 3HAYMMOE BIIMSTHIE Ha BHIPAXKEHHOCTH OJBIIII-
Ky, nokasarean 6-MIIT u DL, 4To BaXHO y4UTbIBATh
MPU UHTEPIPETALUM STUX MoKa3aTeselt mpu NepBUYHOMN
TUATHOCTHKE U TTOC/IeIyIOIIeM HAaOIIOIeHIHN 3a IMallieH-
tamu ¢ U3J1. J.Y. Moon et al. Takke TTOKa3aHO 3HAYMMOE
BimssHue XCH Ha knmHuuyeckue rpossierHns n KK ma-
ueHToB ¢ pudbpotrueckumu MU3J1 [10].

[Mo-BumrMoMmy, CYIIIECTBEHHYIO POJIb B BEICOKOII pac-
npoctpaneHHocTr CC3, Brmovatommx XCH, mpu 1D
u I'Tl BHOCUT JIT. 1o maHHBIM IUTEpPATypPhI, paCIIPOCTpa-
HeHHocTb JIT nmpu UJI® BapbupyeTcs B 3aBUCMMOCTH
OT METOJAa €€ TMarHOCTUKM 1 TSKECTH OCHOBHOTO 3200-
JIEBaHUS:

* 8—15 % — Ha HavaJIbHBIX CTANMUSIX 3a00JICBAHUS;
* 60 % — y Tspxkenbix nanyentoB ¢ UJID [21].

JIT" Takke yacTo pa3BuBaeTcs 1 y nauueHToB ¢ I'TI,
0cobeHHO TIpu pubpoTnyecKoit popme, mocturas 19—
49.4 % |4, 22]. Ilpu 3TOM Ha MpaKTUKe ObIBAET CIIOXKHO
otaeauth JII' 3-it u 1-i1 rpynn no kiaccudukanuu ERS /
EBporneiickoro obiectBa kapauooros ( European Society
of Cardiology — ESC, 2024), muddepeHIMANBHBIN T1ar-
HO3 TpeOyeTcs IPOBOAUTH C XPOHUYECKOI TPOMOO3MOO0-
nuyeckoi JIT.

CaxapHbIit gnabet

CJI yacto BcTpevascst y nauueHtoB ¢ MUJI® u I'TI, nipu
5TOM BaXXHO OTMETUTH cyllecTBeHHOoe BiausiHue CJI
Ha MIPOrHo3, 0cOOeHHOo cpeau nauueHToB ¢ ['TI.

ITo pa3snuyHbBIM JaHHBIM, pacpocTpaHeHHOCTh CJI
y mauueHToB ¢ MJI® konebaercst ot 6 10 32,7 % [16, 23].
[Topu aTom B oTHOIeHnU B3aumocBsizu CII u NJID naH-
HBIE IPYTUX MCCIIeqoBaTesieii TOBOJBHEI IIPOTUBOPEUM -
Bbl. Tak, rmokasano, yro MJI® yaiie nuarHocrupyercs
y mauueHToB ¢ CJI 2-ro tuma (OI — 1,65; 95%-HbIit
AN —1,30—2,10; p <0,0001) [24]. C.Li et al. Ha 6GoabLION
BEIOOpPKe mareHToB ¢ MJIM moka3aHo, 9TO OTHOCUTEITh-
HBIN prcK Hanuuus y Hux CJI ObUT CYIIEeCTBEHHO BHIIIIE,
yeM cpeau nanueHToB 6e3 UMD (O — 1,54; 95%-Hbrit
AN —1,30—1,84; p <0,001) [25]. B TO e BpeMs 1Mo naH-
HBIM IPYTOTO KPYITHOTO MCCIIeTOBAaHUS ITOKAa3aHO, YTO
puck passutust JI®O ObUT CTATUCTUYECKU 3HAYMMO HUXKE
y nui ¢ CII mocie nomnpaBky Ha Bo3pacT u o (O —
0,82; 95%-ub1it U — 0,80—0,83) [26].

3xaunmoe BrusHue CJ] Ha IpOTHO3 y MAallMeHTOB
¢ NJI® nponemoncrpuposano C.Hyldgaard et al. Tak,
PpUCK JieTajbHOTO ucxona npu Hanuuuu CJI yBenuuyuBai-
caB2,5paza (O — 2,5; 95%-nwrit N — 1,04—5,9) [15].
J.Y.Moon et al. Takxe NpoaeMOHCTPUPOBAHO BIMSIHHE
CJI Ha KTMHUYECKUE TIPOSBIICHUS U YBEJINUEHNE pPUCKa
JIETaJIbHOIO MCXOAa Y MallMeHTOB ¢ (pUOpOTUIECKUMU
N3JI (O — 1,63; 95%-up1it AW — 1,05—2,54). I1pu
5TOM BaXXHO MTOTYEPKHYTh, YTO B UCCIACAYEMOIT IPYyIIIe
21 % cocraBwiy nauueHThl ¢ GUOPOTUYECKOM DOPMOIi
I'TI [10]. 3naunmoe Bausinue CJI Ha JieTaabHOCTh Y Ta-
uueHToB npu ['TI oOGHapyXeHO MO MaHHBIM MPEAbIAY-
IIET0 UCCIIeIOBaHMS, IPOBEICHHOIO Ha APYTOif BRIOOP-
ke nanuentoB (O — 3,3; 95%-ubiit AU — 1,6—6,9;
p=0,03) [4].

S.Kozawa et al. BbISIBIeH OOIIMIA CUTHAJIBHBIN MYTh,
BoBJIeueHHEBI B matoreHe3 UJI® u CJI [27]. X. He et al.
IMoKa3aHa acCOUMAILINSI MEXIY YKOPOUCHHEM TEJIOMEP
n CJI, uto, 6€3yCIOBHO MOXKET OBITH TOUKOI COMPUKOC-
HOBEHUS MAaTOTeHEeTUYECKUIl MyTelt JaHHBIX 3a00JeBa-
Huil [28]. B akcnepuMeHTaabHbIX MOAEJSIX MOKa3aHo,
yro Hajgnure CI oKa3bIBaeT HETATUBHOE BO3ICIICTBUE
Ha TIPOIIECChl BOCCTAHOBJICHUS Ie30KCUPUOOHYKIEMHO-
Boii kucnotsl (JIHK) B kiteTkax, crmoco0cTByeT pa3BUTHIO
TIPEKIEBPEMEHHOTO CTAPEHMSI 1 MOXKET OKa3bIBaTh ITOTEH -
Upylolee Bo3aelicTBue Ha pasputue JID [29].

EcTb oTnenbHbIC JaHHBIE O BIUSIHUY TUTIEPIIIMKEMUN
Ha BOCHAJIUTEIbHBIMA MPOIECC B JIETOYHOM MapeHX1UMe
nipu U3JI [30]. TTponemMoHCTpUpOBaHa B3aMMOCBSI3b MEX-
oy HammaneM CJI 1 «COTOBOTO JIETKOTO», a TAKXKE BBI-
PaXXEHHOCTHIO PETUKYJISIPHBIX U3MEHEHU Y IMAlleHTOB
¢ M@ [31].

U. Ebubechukwu et al. noaTBepxxaeHa MOTeHUMAIbHAS
cBs3b Mexxny CJ1 1 MJI® 1 mpomeMOHCTPUPOBAHO TTOJIO-
JKUTEJIbHOE BIUSHUE Tepartui MET(POPMUHOM Y HalleH-
ToB ¢ MJI® n CJI Ha pUCK rOCITUTAIIN3ALMUKA U TTPOTHO3
nipu NJ1® [32].

Be3ycoBHO, M0 JTaHHBIM MPEACTaBICHHOTO UCCIIEIO-
BaHUSI TTOKA TOJIHKO aKTyaJIU3UPYIOTCSI BAXKHOCTD JUATHO-
ctuku CII y nauuentoB ¢ MJI®D u I'TI u Heo6xonnMocCTh
JAJTbHEIIIIMX UCCIIENOBAHMIA, BKITIOUAIOIINX O0JIee 1eTalb-
HBII aHAJIN3 TeHETUIECKUX (DAKTOPOB, TTaTO(PU3MNOIOTH-
yecKux MexaHu3MoB B3aumocBs3u CII u M3JI.

lactpoasochareannHas pedniokcHas 60ne3Hb

IIpo6nema couetaHust U B3aumMHoTro BiusiHus ['OPb
u U 3JI 10BOJIbHO IIMPOKO OCBEIIEHA B HAYYHBIX ITy0JI1-
KalMsX, OJHAKO pe3yJbTaThl UCCIEI0BAHUN JOBOJIBHO
reTeporeHHbl. Tak, pacrnpocTpaHeHHOCTs [ OPB, o maH-
HBIM pa3HBIX aBTOPOB, BapbupyeTcst oT 34 1o 71 % B 3a-
BUCHUMOCTH OT METOAOB IMarHOCTUKY 3abojeBaHus |10,
33].

B paMkax maHHOTO MCCIeIOBAHUS IJIsI TUATHOCTH -
ku I'DPB, moMuMo naHHBIX aHAMHe3a, UCTI0Ib30Bajlach
TakKe KJIIMHU4YecKas olieHka cumntomoB ['DPB ¢ mpume-
HeHueM onpocHuKka GerdQ, B pe3yabTaTe pacrnpocTpa-
HeHHOcTh ['DPB Gbl1a 10BOIBLHO BbhICOKOM (10 21 %)
U MPAKTUIECKU PaBHONM MEXIy IpymnIlaMyu MaieHTOB
c WJI® u I'Tl.

Cy1iecTBeHHBIE ITPOTUBOPEUHSI, TT0 JAHHBIM Pa3Ind-
HBIX UCTOYHUKOB, Kacatorcsa BiausHus [ OPb n antu-
pedIIIOKCHOI Tepanuy Ha TedeHue 1 riporuo3 U3J1 [11,
14, 34].

ITo nanHbIM J.S. Lee oTMEUYEHO, UTO CUMITTOMBI M Ha-
nuune B anHamHe3e [DPB accouuupyiores ¢ 6osee 6a-
TrOTNIPUATHBIM MPOorHo30M Tipu MJIM, uto cornacyercs
¢ pe3yabTaTaMu, nojayueHHbIMU M. Kreuter et al. [11, 33].
L.C.Sia et al. Takxe ObLIO MTOKAa3aHO, YTO MPU HATUYUU
I'DPB ymeHbIIamace BepoSITHOCTb HEOIArOMPUSITHOTO
ncxona y naumeHToB ¢ MJIM cpeau niL XKeHCKOTOo IMoJjia
(O — 0,58; 95%-wb1it 1N — 0,40—0,84; p =0,005) [14].
S.Algalyoobi et al. mokazaHa CBsI3b MEXAy HaIUYUEM
I'DPB 1 yacToToil TOoCTIMTAIM3alMil, XOTSI HAJTU4YNE
I'DPB He oka3bIBajo BAUSHUSI Ha MTPOTHO3 MTAllMEHTOB
¢ U3J1 [34].
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B pamkax nipeactaBieHHOIO MCCIeIOBaHUSI CYIIECT-
BeHHOTrO BiIMsHUSI [ DPDB Ha KinHU4YecKue rnposiBjieHus,
BKJIIOYAs KallJIEBOI CUHAPOM, PUCKU ITPOrPECCUPOBAHUST
U JIETATBHOTO UCXOMA, HE OOHAPYXKEHO.

BpoHXx0006CTPYKTUBHBIE 3a00neBaHNs U amMdusema

ConyrcrBytomast XOBJI amduzema rnmoreHIManbHO MOXKET
OKa3bIBaTh CYIIECTBEHHOE BJMSHUE HAa TEUEHKE U ITPOTHO3
JI®. Tlo naHHBIM MeTaaHaIu3a, PacIpOCTPAaHEHHOCTh
XOBJI y maunenros ¢ MUIID cocrasnstet 9 % (95%-wbrit
AN — 3—16) [23]. Kombunauus JI® u amduszemsl npu
WNJI® Bcrpeuaercs B 8—67 % caydaes [35]. 3BecTHO,
yto KoMOouHanus JI® u sMbuzeMbl XapaKTepU3yIOTCS
OTHOCHUTEIIEHO COXPAaHHBIMU TI0KA3aTEJISIMU CITUPOMETPUN
MpH BBIpaXXeHHOM CHYXKeHun DL, accouuupyiorcs
¢ yBeJInYeHueM pucka pazsutus JII' v Xyammm mporto-
30Mm [35, 36].

BO3 mocroBepHO Yalle BCTpeUaanucCh B TPYIIIE AL~
enTtoB ¢ MJI® no cpaBHenuto ¢ rpyrmoii I'TI (13 % vs 7 %;
p =0,013), a smpuzema — y 42,9 % nauuenton ¢ LJID
n 19,1 % muu ¢ IT'TT (p = 0,002). CTOXHBII aCIIeKT — AU~
arHoctka bO3 npu M3JI. [1pu a3ToM HanboIbIIIee 3HA-
yeHue mig nnarHoctuku bO3 B nccinenyeMmoii BEHIOOpKe
MalMeHTOB UMeEET KypeHue B aHaMHe3e U MoKa3aTeau
O®B, / OXKEJIu ®OE, %,

WHTepecHo, 4TO NMpU HAJIMYUU OPOHXOOOCTPYKTHUB-
HBIX 3200J1eBaHUI HECKOJBKO YBEJIMUYMBAIACh YacTO-
Ta KalllJisl, 4YTO 3HAaYMMO BJIMSIJIO Ha JecaTypaluio Mpu
BoinosiHeHun 6-MIIT, HO HE OKa3bIBAJIO 3HAYMMOIO
BJIMSTHUS Ha OLICHKY onbIky 1o mMRC u muctanmmio,
npoiaeHHyto npu BeinoaHeHuu 6-MILT. Ilpu sTtom
Ba)KHO YYUTHIBATh, YTo Hajauune bO3 accouuuponaioch
¢ yBennuyeHueM pucka pa3sutust JII'. Kpome Toro, kpaiiHe
AKTYaJIbHBIM IIJTSI TIPAKTUKHU SIBJISICTCST TIOATBEPKICHHOE
BIMSTHUE dMGbU3eMbl Ha TakKue (PYHKIIMOHATbHBIC TTOKa-
zarenu, kak @XKEJI, ODB,, OEJI u ®OE, uro cnenyer
VUHUTBIBAThH MIPU WHTEPIIPETALINNA (DYHKIIMOHATBHBIX TE-
cToB y marimeHToB ¢ U3J1.

3aknioyeHue

ITo maHHBIM aHAIM3a TUTEPATYPHBIX ICTOYHNKOB 10 TTPO-
61eme komopouaHoctu ripu M3JI mpocaexknBaeTcs re-
TePOreHHOCTb PE3YJIbTATOB Pa3IMUYHBIX UCCIEIOBAHUIA.
Bo MHOrom noJiyueHHbIE pa3Inuuusi MOTYT OBbITb OOBSIC-
HEHBI PSIIOM (paKTOpOB — reTeporeHHocTh camux M3J1,
pasIuyusI IO BO3PacTy, TOJTy, CTaTyCy KypeHUsI, MHACKCY
Macchl Tejia, STHUYECKON MPUHAIIEKHOCTU, CIIOCO0Y
JNIMarHOCTUKN KOMOPOUIHBIX 3a00eBaHUIT U, HAKOHEII,
IW3aifHy WCCIeIOBAaHUM U CpoKaM HAOIIOACHUS 3a Ia-
IIMEHTAMMU.

B pabote npoaeMOHCTPHMPOBaHbI IIMPOKAsT pacIipo-
CTPaHEHHOCTb M CYIIECTBEHHOE MPOrHOCTUYECKOE 3Ha-
yeHne KOMOPOUIHBIX 3a00aeBanuit mpu UJI® u I'TI.
Ocob6enHo aktyanbHa npoonema CC3 u JIT, KoTophie
OKa3bIBAIOT 3HAUMMOE BJIMSIHME HA KIMHUYECKYIO CUM-
MTOMATUKY NMpU odoux 3aboneBaHusix. He MmeHee Bax-
Hoe 3HaueHre nMeeT CJI, 0Ka3bIBAIOIINIT CYIIICCTBEHHOE
BJIIMSTHUE HA TIPOTHO3, 0cobeHHOo Yy nauueHToB ¢ ['T1. Or-
JIeJIbHOTO BHUMAHUSI 3aCJTy>KUBAeT HalUuule KOMOPOU/I-

Hbix BO3 1 asMbu3eMbl, 0Ka3bIBaIOIIMX CYIIECTBEHHOE
BJIIMSTHUE Ha KIWHUYECKNE TTPOSIBICHUS 3a00JIeBaHUS
1 GYHKLUMOHAJIbHBIE MIOKA3aTe/IM, OCOOEHHO Cpeay Iia-
ureHToB ¢ MJ1D.
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KOHCY/IbTUPOBaHUE, PeIaKTUPOBaHKE TEKCTa, YTBEPXKIEHNE OKOHYATEILHOTO
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Bce aBTOpbI BHEC/IN CYILIECTBEHHBIN BKJIAI] B IPOBEICHHIE MOMCKOBO-aHAIM-
TUYECKOW pabOThl U MOATOTOBKY CTAaTbH, MPOYWIK U 0f00pHIn GUHATBHYIO
BEPCUIO 10 MyOIMKALIMU.
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Pesome

CapKou103 — 3TO CUCTEMHOE BOCTIAIUTEIbHOE 3a00JIeBaHIEe HEM3BECTHOM STHOJIOTUH, XapaKTepu3yeMoe 00pa3oBaHieM HeKa3eu(pUIIUPYOIInX-
cs1 TpaHyJieM, MyJIbTUCMCTEMHBIM MOpaKeHUEM Pa3IMYHbIX OPraHOB U akTUBaLMeil T-KJIeTOK B MecTe rpaHyJIeMaTO3HOTO BOCIIAJICHUSI C BBICBO-
0OXIEHUEM pa3TMYHBIX XeMOKMHOB U IUTOKMHOB. PacnpocTpaHeHHOCTb capkomnmo3a coctaisieT 3—25 ciaydaeB Ha 100 000 HaceneHusi. OCHOBY
Teparuy CapKOMI03a COCTAaBJISIOT TTIOKOKOPTHUKOCTEPOUIIbI, UMMYHOCYIIPECCOPBI, Mperaparhl, OKa3blBAIOIINE BIWSHUE HA OKCUIATHBHBIN
ctpecc 1 dhakTop HeKpo3a omyxoiu. Llebio paboThl sIBUJIOCH O3HAKOMJIEHHUE C TIOCJASIHUMU coriacoBaHHbIMU B Poccuiickoit Denepaiinm nopsia-
KaMU JMATHOCTUKY U JIEUeHHsI CapKOMI03a Pa3IMIHbIX JoKamu3auuii. LleneBoii aynutopureit TaHHBIX KIMHUIECKUX PEKOMEH/IAIIMIA SIBIISTIOTCST
BpauM OOLIEH MPAKTUKU, TEPATIEBTHI, MYJIbMOHOIOTH, (DTU3UATPEI, TTATOJIOTOAHATOMBI, PEHTTCHOJIOTH M BPauy 1O MEAMLIMHCKOM peaOuINTallN.
Meroapl. Kax/plii Te3uc-peKOMeHIALNs 110 MTPOBEACHUIO TUATHOCTUYECKUX U JIEYeOHBIX MEPOIPUSATHII OLIEHUBAETCS MO IIKajdaM ypOBHE
JIOCTOBEPHOCTHU J0KA3aTeJIbCTB OT 1 10 5 M IIKaJile OLEHKN YPOBHEN yOeaUTEeIbHOCTU peKoMeHaauii mo kareropusim A, B, C. Knunuueckue
PEKOMEH/IALIMU COIEPXKAT TakXKe KOMMEHTAPUU U PAa3bsICHEHUST K YKa3aHHBIM Te3MCaM-PEKOMEHAALIMSIM, alTOPUTMbI 1O AMATHOCTHKE U Jieye-
HUIO UIVOTIATMYECKOTO JIETOYHOTO (hnbpo3a, CripaBOYHbIE MaTepuaibl. 3aKkmouenue. [10 TaHHBIM TTPeICTaBICHHBIX KIMHUIECKNX PEKOMEHIAITII
OCBEILAIOTCSl COBPEMEHHBIE CBEICHUSI 00 STHOJOTMM W TIaTOreHe3e, KIMHMYECKUX MPOSIBICHMSX, IMArHOCTUKE W JICYEHWM CapKOWI03a.
KnuHnueckue pekomeHaanu onodpeHbl HaydHo-npakTuuecKum coBeToM MuHKMCTepCTBa 3apaBooxpaHeHus: Poccuiickoii deneparu B 2025 .
KnroueBble cji0Ba: capKouI03, IMarHOCTUKA, HAOJIIOIEHE, JIeueHHeE.

KondamkT uarepecoB. KoHOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.
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Abstract

Sarcoidosis is a systemic inflammatory disease of unknown etiology characterized by the formation of noncaseating granulomas, multisystem organ
involvement, and T-cell activation at the site of granulomatous inflammation with the release of various chemokines and cytokines. The prevalence
of sarcoidosis is 3 — 25 cases per 100,000 population. The mainstay of sarcoidosis therapy is corticosteroids, immunosuppressants, and drugs that
affect oxidative stress and tumor necrosis factor. The aim of the article was to introduce the latest procedures for the diagnosis and treatment of
sarcoidosis of various localizations, agreed upon in the Russian Federation. The target audience for these clinical guidelines are general practitioners,
internists, pulmonologists, phthisiologists, pathologists, radiologists, and rehabilitation physicians. Methods. Each recommendation statement for
diagnostic and therapeutic measures is assessed using evidence levels ranging from 1 to 5 and a recommendation strength rating scale for categories
A, B, and C. The clinical guidelines also contain commentary and explanations for these recommendations, algorithms for the diagnosis and
treatment of idiopathic pulmonary fibrosis, and reference materials. Conclusion. These clinical guidelines provide an overview of current knowledge
on the etiology and pathogenesis, clinical manifestations, diagnosis, and treatment of sarcoidosis. These clinical guidelines were approved by the
Scientific and Practical Council of the Ministry of Health of the Russian Federation in 2025.

Key words: sarcoidosis, diagnosis, monitoring, treatment.
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TepMVIHbI nonpeaeneHuna

Ipanynema — oyar MpoOIyKTMBHOTO BOCITAJICHUS, UMEIO-
IIUHA BUI IJIOTHOTO y3eJIKa, CKOIJIEHUE KJIETOK BOCTia-
JIEHWS — MOHOHYKJIEAPHBIX KJIETOK (MOHOOJIACTHI, TIPO-
MOHOIIUTHI, MOHOIIUTHI, MaKpo(aru-pe3naeHTHl), 9acThb
13 KOTOPBIX C HE3aBePIICHHBIM (Daroruro3om, T-xemre-
POB, IUTOTOKCUYECKUX T-CylpeccopoB, MPU peakuu
TMTIEPYYBCTBUTETLHOCTH 3aMeIJICHHOTO THTIA.

Ipanynema capkomanas — (granuloma sarcoideum) Bo3-
HUKaromas B iuMdaTndeckux y3nax (JIY) u BHyTpeHHMX
opraHax Ipu capKoua03e, COCTOUT MPEUMYLIECTBEHHO
U3 SMUTETUOUIHBIX KIETOK C TIPUMECHIO TUMMOUITHBIX,
TMTaHTCKUX MHOTOSIIEPHBIX KJIeTOK [TnporoBa—JlaHTXaH-
ca ¥ THOPOIHBIX TeJ1. Pa3nmyaior HeKpoTuJeckre 1 HeHe-
KpoTuuyeckue rpaHyieMbl. HeHekpoTuueckasi rpaHyiemMa
MOXET COCTOSITh M3 TUCTUOLIMTOB, SITUTETNONIHBIX KJIe-
TOK, KiIeToK [IuporoBa—JlanrxaHca 1 MHOPOIHBIX TEJI.
B HexpoTHuecKoii TpaHyIeMe TP CapKOMI03€ OTpeaeIsi-
eTcs1 He0OoMbIOM (PMOPMHOMIHBII HEKPO3 B LICHTPE, a BO-
KpPYT — TOT e COCTaB KJIeToK. Kak nmpaBujio, capKkouHast
rpaHyJjieMa UMEET «LITaAMIIOBAHHbII» BU/.

Cunnpom JledrpeHa — BapuaHT OCTPOTO TEUCHUSI cap-
KOWI03a, MPOSBASIONINICS BHYTPUTPYAHOM TUMGaaeHO-
TaTueii, y3J10BaToil 3pUTEMOIi, CYCTaBHBIM CUHIPOMOM
W JIUXOPAOKOM.

Cunapom Xeephopara—BanbaeHcTpeMa — BapuaHT
OCTPOTO TEUCHMSI CApKOMI03a, TIPOSIBIISIOIIMIACS YBEUTOM,
MapoOTUTOM, JINXOPAJKOIA, B psifie CTy4aeB COMPOBOXIAAET-
¢Sl MapaJImIoM JIMLIeBOTO HepBa (Trapainnd beia).

Capkounanas peakuuss — o0pa3oBaHUE B Pa3IMIHBIX
opraHax M TKaHSIX JJOKQJIU30BaHHbBIX TPYIN SMUTEJIU-
OVIHOKJIETOYHBIX HeKa3en(pUIIMPYIOIIUXCST TpaHyJIeM
CapKOMIHOTO THIIA B OTBET Ha 3K30TeHHBIC (DAKTOPHI pa3-
JIMYHOTO TIPOMCXOXICHUS (HaIIpuMep, UMIUTAHTHI, TaTy-
UPOBKU, (UILIEPHI), TPU TPUMEHEHUUN UHTEP(PEPOHOB
(IFN), a Takxke nepudoKalbHO MPU 3710KAYECTBEHHbBIX
OITyXOJISX, TTapa3uTapHBIX 3a00jieBaHUSIX. OTIMYaeTCS
OT CapKOM103a HAJTMYKMEM TOJIBKO JIOKAJTbHBIX U3MEHEHU I
IPY OTCYTCTBUM MOPAXKEHUSI IPYTMX OPraHOB M CUCTEM.

Jlerounas runepTen3us — KIMHIYECKUIA CUHIPOM, Xa-
PaKTePU3yEeMBbIil IIOBBIIICHUEM CPETHETO TaBICHUS B JIe-
TOYHOM apTepun > 20 MM PT. CT. B TTOKOE, U3MEPEHHOTO
MPY YPE3BEHO3HOI KaTeTepu3aliuu ceplia.

Kpatkas uHchopmaLusi no 3abonesaHunio unu
COCTOSIHMIO (rpynne 3aGoneBaHui UK COCTOSHUN)

Onpegenexue 3a0oneBaHNs UM COCTOAHNSA
(rpynnbl 3a6oneBaHMit UM COCTOSHMIA)

Capkouno3 — 3T0 CUCTEMHOE BOCIaJIMTEIbHOE 3a00J1eBa-
HUe HEM3BECTHOM 3TUOJIOTMHU, XapaKTepu3yemoe 00pa3o-
BaHUEM HeKa3eU(UITUPYIOLINXCS TpaHyJIeM, MyJIbTUCHUC-
TEMHBIM MOPaXXEHUEM Pa3TMUYHBIX OPTAaHOB M aKTUBAIUCH
T-KeToK B MecTe IrpaHyJIeMaTO3HOTO BOCIIAJIEHUSI C BbIC-
BOOOKIEHUEM Pa3TMIHBIX XeMOKMHOB W IIMTOKWHOB. Ya-
CTO HaOIOHAeMBIMUA UMMYHOJIOTHIECKIMHU TTPU3HAKAMU
SIBJITIOTCS YTHETEHUE KOXHOM TUTIEPUYyBCTBUTEIBHOCTHU
3aMeJIEHHOTO TUIIa U MOBBIIIEHHBIX UMMYHHBI OTBET
Th1 B ouarax 3aboseBaHuss. MOryT Takxe ObITh OOHaApY-
JKEeHBI IUPKYJIUPYIONIEe MMMYHHBIC KOMIUIEKCHI, a TAKKE
MPU3HAKYU TUTIepaKTUBHOCTU B-kietox [1, 2].

JTuonorus U natoreHe3 3aboneBaHns UM COCTOAHMA (rpynnbl
3aboneBaHunit UK COCTOAHMHN)

Dakmopsl pucka u NOMeEHYUAAbHbIE IMUOLO0SUHECKUE
¢akmopsi. Pelnaloliyto pojib B pa3BUTUU 3a00J1eBaHUS
UTPaeT BO3IEICTBUE OKPYKAIOLIEH Cpeabl HA FEHETU -
YeCKM IMPeapacoioKeHHbI opraHu3mM. OnpeneieHbl
TeHbI-KaHJAMIAThl OTHOHYKJICOTUIHOTO MOJUMOpdKr3Ma
BOCITPUMMYMBOCTY OPraHM3Ma K pa3BUTHIO CapKOMI03a.
K BeposTHBIM BHELIHUM (haKTOpaM (TpUrrepam) pa3BUTHS
CapKouI03a OTHOCUTCSI IIPUCYTCTBUE psila OaKTepuil —
MUKOOaKTepuil Ty0epKyJie3a ¢ U3BMEHEeHHBIMU CBOMCT-
BaMU (PeBEPTAHTOB), KOTOPbIE ITPU 3TOM HE BBI3BIBAIOT
pa3BuUTHE TyOEepKYyJe3a, IMPONNOHOBOKHUCIIBIX OaKTepUid
(Propionibacterium acnes, Propionibacterium granulosum),
Bo30ynuTess 6one3nu Jlaitma Borrelia burgdorferi. [Ipyrue
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raToreHbl uzydyarorcsi. @akTopom pa3BUTHSI CAPKOUTHOM
peakuuu Win capkouao3sa siBiasercs npuMeHeHue [FN
1 MHIYKTOPOB MHTephepoHoreHe3a. [IpumeHeHne Tap-
TreTHOM OMOJIOrMYECKOl Teparuy MOXKET COMTPOBOXKAATHCSI
DPa3BUTHEM CapKOMIHBIX TpaHysieM. MHorue HabIroneHUS
IMOKAa3bIBaIOT, YTO BOBHUKHOBEHUIO CAapKOUI03a Mpe/-
IIECTBOBAJIN CTPECCOBEIC COOBITUS (CMEpPTh OJIM3KOTO,
pasBof, pobJeMbl Ha pabore u npyrue) [1—13].

Ilamoeenes. B maToreHes capkorao3a BOBJIeYeHbI Dak-
TOPHI KaK BPOXKICHHOTO, TaK M aTalITHBHOTO UMMYHUTETA.
K mx 4yMciy OTHOCSTCST pelelITOPhl BPOXKICHHOTO MMMY-
Huteta — NOD-nono6Hbie 1 To/l-niomoOHbBIe peLienTOPHI,
a TaKXKe KJIeTOuHble (haKTOPhI, TaKMe KaK AEHAPUTHBIE
KJ1eTKu U Makpodaru. OCHOBHbIMU KJIeTKaMU-3(hGhEKTO-
paMU aganTUBHOTO MMMYHHUTETA B TIaTOTeHE3e CapKOMI03a
apisitores aum@ouuntsl Thl u Th17 Tumnos, perynsitop-
Heie T (Treg), a Takke B-nmumdonutsl. Capkonmos siB-
JISIETCS TIOJIUTEHHBIM MHOTO(AaKTOPHBIM 3a00JI€BaHNEM,
B Pa3BUTUH KOTOPOTO BAXKHYIO POJIb UTPACT TeHETUIECKAsI
TIPEIPACIIONOKEHHOCTD K TUIIEPIyBCTBUTEIEHBIM PEaKIIN-
SIM UMMYHHOM CUCTeMbI Ha HEM3BECTHBIE STUOJIOTMUECKUE
(akropsr. [Tpu capkonmo3e HabIIOIAETCST COUETaHUE TUTIe-
pakTuBaUMM T-KIIETOUHBIX MMMYHHBIX peaKIIUii B o4arax
BOCITaJICHUSI TIPU BBIPaXKEHHON aHEepruu Ha mepudepun.
OTIMYUTEIbHOM YepTOoit aKTUBHOTO CApKOUI03a SIBISIETCS
npeobaanaromast akcnpeccust IFN-y B mopaskeHHBIX Op-
raHax BcJIeACTBUE noJisipusauuu T-xennepos 1o mytd Thl
npu ygactum IL-12-aHTUreHnpe3eHTUPYIOIIMNX KIIETOK.
l'unepakTBHBIE peaKlIMM UMMYHHOI CUCTEMbI B oUarax
BOCTIAJICHUSI TTPOIOJIKAIOTCS JIaKe ITOCJIe TOTO, KaK MOTeH -
LIMAJTBHBIN aHTUTEH / TpUrTep ncdes [14—17].

st capkonmo3a xapakTepHo (OpMHUPOBAHUE KOM-
MaKTHBIX HeKa3en(bUPYIOLINXCS SIMUTETUOTHOKIECTOUHbIX
rpaHyJieM, KOTOPBIE SIBIISIIOTCS CTEPUILHBIMU, B JIETOYHOM
TKAHU OHM PaCIIOJIaraloTCs MPEUMYIIIECTBEHHO 10 XOIy
nyTeii iuMdoorToka [ 1, 3]. B uenu atnx codbITHii o1pe-
NeJICHHYIO POJIb MOXKET UTPaTh TaKxkKe OKCUIATUBHBIN
CcTpecc Kak MOTeHUMaIbHbIN 00BbEKT 115 Tepanuu [18].
Kpome Toro, akTuBHpOBaHHBIE MaKpodaru u KIeTKU
rpaHyJjieMbl MOTYT BbIpabatbiBath 1,25-(OH)2-D3 (kanb-
LIMATPUOJT), YTO MPUBOIUT K runepkanbiiemMuu (2—10 %
MalMeHTOB) WK runepkaibiuitypun (6—30 % ciydaeB)
1 KaK CJICACTBHE — MOUYEKAMEHHOM 00JIe3HN 1 TTOYCTHOMN
HemocTaTouHocTH [3, 19]. [1apamokcaabHO, HO Y MHOTHX
NAIMEHTOB YPOBEHb BUTAMUHOB D 11 D, B KDOBU CHUKEH.

Jlecounas eunepmenzus. IlatoreHes 1eroyHom rumnep-
TeH3WHU TIPHU CapKOUI03¢ CBSI3aH C rpaHyJIeMaTO3HOM
WHOWIBTPALIME TIETOYHBIX COCYIOB, B T. Y. KaIIMJLISI -
POB U BeH (YTO MPUBOIUT K Pa3BUTUIO OKKIIO3MOHHOM
BEHOMATHH), JINOO MOBBIIIEHHOW YYBCTBUTEILHOCTBIO
K Ba30aKTUBHBIM BeIlleCTBAM U KOMIIPECCUEH JIETOUHOM
aprepuu yBeandeHHbIMU JIY cpenocrenusi. B repmuHaib-
HOM cTanuu capkouao3a JeroyHasi FTMIepTeH3us CBsi3aHa
C TUTTOKCHYECKOM Ba30KOHCTPUKIIMEH U PEIyKIINEH CO-
CYIVCTOTO pycia Impu GUOpO3HBIX M3MeHeHusX [20, 21].

Anuaemuonorus 3aboneBaHns UK COCTOSHUA
(rpynnbl 3a6oneBaHuMit UMK COCTOSHMIA)

Capkouo3 BCTpevyaeTcsi BO BCeM MUPE, MopaxaeT Mpe-
cTaBUTelIeil 000ero mosa, Bcex pac u Bo3pactoB. B Mo-

cKkBe Mo JaHHbIM Ha 2012 r. COOTHOLLIEHUE MY>KYUH U 3KEH-
LIMH, OOJIbHBIX CAPKOUI030M, cocTaBuiIo 1 : 2,8, cpenHuii
BO3pacT My>KUMH — 42, keHIINH — 53 roga. PacmpocTpa-
HEHHOCTh capkouao3a coctasisiia 2,85 Ha 100 Teic. Ha-
cejeHud ¢ konedbaHusmu ot 1,8 no 8,2 Ha 100 TheIC. 11O
aIMUHUCTPATUBHBIM OKPYraM CTOMIEL. Cpean My>KUnH
HanOOJIBIINIA TIOKA3aTeIb PACIIPOCTPAHEHHOCTH COCTAaBUII
9,0 Ha 100 TBIC. MY>XXCKOTO HAceJeHUs, a CPeIN XKEHITUH —
7,8 Ha 100 ThIC. 3KEHCKOI'O HAaCceJICHUSI.

3a nepuon 1998—2008 rr. 3a601eBa€MOCTb U pacIpo-
CTPaHEHHOCTh CapKOMI03a OPTaHOB AbIxaHMWS B CaHKT-
IMerepOypre nameHsumch ¢ 2,6 1o 3,9 u ¢ 16,5 no 25,1
Ha 100 TeIC. cooTBeTCcTBeHHO. CapKOUI03 MpenuMYyIIeCT-
BEHHO TMArHOCTUPOBAJICS Y JKEHIIMH MOJIOIOTO U 3pe-
J1oro Bo3pacrta (66 %). Cunapom Jledprpena Habaromaics
y 22,0 % nauueHTOB.

B Owmcke 3a mepuoa 2003—2011 rr. HaGmoganUCh
295 manueHToB CapKOMI030M, Y BCEX TUArHo3 ObUIU Be-
pudULMPOBaH, PACIPOCTPAHEHHOCTh cOCcTaBUIa 24,6 Ha
100 TBIC., COOTHOIIEHNE XKEHIITUHBI : My>KYMHBI COCTaBJISI-
J10 1,95, npu aTom I cranus 3abosieBaHus 10 pe3yabTaTaM
pentreHorpaduu (PI') nnarHoctuposana y 10,6 %, 11 —
y75,3%,111 —y9,3 %, IV —y 4,8 % nauuenron. Kiac-
cuyeckuii cuHapoM JledrpeHna (BHyTpurpyaHas aumg-
ajJieHoMaTusl, y3JioBaTasi apuTeMa, apTpajiruu, JMXopanka)
6bL1 oTMeueH B 11 (3,73 %) ciaydasix.

B Pecrryonuke Tarapcran B 2014 1. pacrpocTpaHeH-
HOCTb capkougo3a coctapisia 51,35 va 100 Twic., a 3a-
o0oseBaeMocTb — 2,72 Ha 100 Tbic. HaceneHus1. 2KeHIIn-
HBI coctaBuii 71,1 %, oHM OBUIM JOCTOBEPHO CTapIle
MYXX4YWH, y HUX Tipeobaanana I ctanus no naHueim PT,
a cuaapoM JledrpeHa BcTpeyvasncs B 3 pa3a vaiie. 3a 1o-
caenHue 20 et n1os BepuduIIMpoBaHHbIX CIyyaeB cap-
Kouao3a ysennuuiaach ¢ 29,2 no 58,2 %. B Tarapcrane
B niepuo 1967—2023 rr. B perucTp 3aHECEHbI JaHHbIE
3 037 maumeHTOB ¢ capkoumgo3om: 2 094 (68,9 %) xeH-
muH, 943 (31,1 %) — My>X4MH.

3abosneBaeMocTh capkouno3oM B CeBepHoii EBpore
Koneosercs ot 7 1o 19 Ha 100 ThIC. HaceJIeHUs B TOM, TIpUA
5TOM camasl BbICOKasl 3a00JIeBaeMOCTb 3apeTruCTPHUPOBa-
Ha B ckaHaMHaBcKux ctpaHax. [To nanHbiM LlIBeackoro
HaIMOHAJIEHOTO PeTrcTpa 3a001eBacMOCTh OLICHMBAJIACh
B 11,5 ciyuaes Ha 100 ThIC., B TO BpeMsl Kak B JlaTcKOM
HalMOHAJIBLHOM peructpe mauueHToB B 2001—2015 rr. 3a-
bosieBaeMOCTb BapbupoBanach oT 11,3 no 14,8 Ha 100 Thic.
B TOI.

HamportuB, caMble HM3KIME YaCTOTHI CAapKOMI03a ObIIN
3apeTUCTPUPOBAHBI B a3MAaTCKUX CTpaHaxX. OIEHKH CITe-
uuanuctoB u3 KOxHoit Kopeu, Manaiizuu, TaliBaHs
u SInonuu Koneodmores ot 0,47 no 5 ciyyaeB Ha 100 ThbiC.

Ouenku 3aboneBaeMocTd B CeBepHOI AMEpHKE CO-
crapsiioT 6,8 Ha 100 Teic. B Kanage u 7,6—11 Ha 100 ThIC.
Broa — B CIIIA. Bo MmHOrux ctpaHax nHgopmalus o cap-
Koumo3se OTcyTcTBYeT. CeMelHbBIM CapKOMI03 BCTPEUACTCs
co cpenHeit yactotoii 9,5 % (4,6—16,1 %), HaubonbIIAS
yacToTa HabmogaeTcs cpeau paHIily30B, appoaMepu-
KaHlIeB, TojutaHaLeB u upaanaues. B Ucnanauum ¢ 1981
o koHell 2021 rr. uneHTUdDULIMPOBaHbI 282 pacIlIupeH-
HBIC CeMbU M 7 Tap OpaTheB M CECTEp C CAPKOUIO30M.
B 20 cembsx BeIIBIICHHBI > S5 3a00eBmmx. Hanbosee pac-
MPOCTPpaHEHHBIMU (DEHOTUTIAMU CapKOUI03a SIBJISLIMCH
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capkounos jerkux (47,6 %), riazo-cepaeuHO-KOXHBbIN,
LIEHTpaJIbHOI HepBHOM cuctembl (21,6 %) U cKeleTHO-
MbIIIeqHO-KOXHbIN (20,9 %). B Pecniybnuke Tatapcran
4acToTa CllydyaeB CEMEHHOTo CapKoua03a COCTaBJIsIa
3,1 % [3,22-26].

OcoGeHHOCTH KopnpoBaHMA 3aboneBaHNs UM COCTOSHMA
(rpynnbl 3a6oneBanmit UnK cocTosHMIA) no MexayHapogHo#
CTaTUCTMYECKON Knaccudpmkaumm GonesHei n npodnem,
cBA3aHHbIX co 3nopoBbeM (MKB-10)

D50-D89 KNACC IIl. one3Hu kposu, Kpo8emeopPHbIX 0p2aHo8
u omAesbHbIe HapyweHUSsl, 808JIeKaloUjUe UMMYHHBIU
MeXaHU3M

D86 Capkonmos.
D86.0 Capkounio3 jgerkux.
D86.1 Capkounno3 1umM@aTiiecKmx y3joB.
D86.2 Capkounao3 Jerkux ¢ CapKouao30oM aumdaru-
YECKUX Y3JI0B.
D86.3 Capkounio3 KOxXu.
D86.8 Capkonmos npyriux yTOYHEHHBIX M KOMOWHU -
POBaHHBIX JIOKAJTM3ALINIA;
*  Wpuponuxiur nipu capkoumose +(H22.1%);
*  MHOXeCTBEHHBIE MapajMiyu YePEITHbIX HEPBOB IPU
capkouaose +((G53.2%);
+ CapkounosHasi(blit):
o aprtponatus +(M14.8%);
o wmuokapaut +(141.8%);
o wmuosut +(M63.3%).
D86.9 Capkonno3 HeyTOUHEHHBII.

Knaccudpmkaums 3abonesaHns unu coctTosiHuA (rpynnbl
3aboneBaHuit N1 COCTOAHMIN)

Knaccudukanust BHyTpurpynHoro capkoungosa (BI'C),
OCHOBaHHasI Ha TaHHBIX JIyUeBOro 00C/IeI0BaHus, pe/-
cTapJjieHa B Tao. 1.

Ilo cpaBHeHuto ¢ PI'-ucciaemoBanueM pacnpocTpa-
HEHHOCTh 1 XapaKTep MaTOJOTMIYeCKUX U3MEHEHUI 00-
Jiee TOYHO XapaKTEepU3yIOTCS JAaHHBIMU KOMITbIOTEPHOM
tomorpaduu (KT) opranos rpynnoii kietku (OI'K).
PeHTreHONTOrNMYeCcKas cranusi 0OJIE3HU JOMOTHSCTCS
BoisiBieHHbIMU KT-npusnakamu BI'C. Ipu yctaHoBie-
HUU IUarHO3a MEePEeYrCIsSIIOTCS BCE OpraHbl U CUCTEMBI,
B KOTOPBIX ObLIM OOHAPYXKEeHbI MPU3HAKK CAPKOMI03a.

PI'-xnaccudpukanys He MOXKET paccMaTPUBATLCS KaK CTa-
IWIAHOCTh KIMHUYECKOTO TEUSHUS CapKONI03a.

®eHomunb! (KAUHUKO-Mamo2eHemuYeckue eapuaHmei)
capkoudosa

1. 1o aokanuzayuu:

* KJIaCCUYECKHUI, ¢ TIpeoblamaHueM BHYTPUTPYITHBIX
(JIeTOYHBIX) TTOPaKEHUIA;

* CTIpeobilagaHreM BHEJIETOUHBIX MTOPasKEHUIA

* TCHepaJW30BaHHBIN (KIMHUYSCKHA 3HAYMMOE TTopa-
>K€HNE HECKOJIBKUX CUCTEM).

2. Ilo ocobennocmsam mevenus:

* COCTpbIM HauajioM (cuHapoMbl JledrpeHa, Xeepdop-
Ta—BanpneHcTpeMa u 1p.);

* ¢ M3HAYaJbHO XPOHUUYECKNM TCUCHHUEM;

* ¢ (pudbpo3upoOBaHUEM;

*  pELUINB;

* CapKOMIO3 Y OeTeil B BO3pacTe MOJIOXE S JIET;

* capkouno3, pepaKTePHBIN K JICICHUIO TTTIOKOKOPTH -
koctepounamu (I'KC) cucremHoro neiictBus.

Bapuanmsi meyeHus capkoudosa

BapuaHThI TeueHus:

* CITOHTaHHasl perpeccus;

* perpeccusi B IpoILecce JIEUeH U,

* cTabunuzanus coCcTosIHUS (CTIOHTaHHas, B TIpoliecce

WM TIOCTIe TepaItun);

* TIpOTPEeCCHpPOBAHUE;

* BOJIHOOOpPA3HOE TEUCHUE;
* obocTtpeHue;

*  peLuIMB;

* (¢ubposupoBaHue.

Obocmperue — 9TO peaKTUBAIIUS TIPOLIECCa B TEUECHUE
1 rona mocje OKOHYaHUSI OCHOBHOTO Kypca JIeUeHUsI, 3a-
BEPIIMBLIETOCs NCYE3HOBEHUEM TIPU3HAKOB aKTUBHOCTU
WJIU perpeccueii npoiecca.

Peyudus — 310 BO30OHOBIIEHUE TIPOSIBJICHUI CapKO-
nIo3a yepes > 1 rom mociie OKOHYaHUSI OCHOBHOTO Kypca
JIEUeHUsI, 3aBEPILIUBIIETOCs pa3pelieHreM npoliecca, Uin
rocJie CIOHTaHHOM perpeccuu mpouecca [1].

IIpoepeccuposanue — 3T0 yXyIaIeHNEe KIMHUIECKOMN
CUMIITOMaTHUKHN, HapacTaHUE MU3MEHEHUU B JIETKUX
Ha (hoHe yBeTMUeHUsI UM YMEHbIIEHUS pa3MEPOB U YK -
cna BHyTpurpyaHbsix JIY (BIJTY) o nanueim KT, nosieie-

Tabauua 1

Kaaccugpurauus enympuepyonozo capkoudosa, 0CHOBAHHAS HA OAHHBIX AY1e6020 00caed08aHUs

Table 1

Classification of intrathoracic sarcoidosis based on radiographic findings

Cragus Pr-kapTuHa (nepBuyHO onpepensetcs no faHHbIM Pl OTK) YacTota BcTpeyaemocTu, %
0 Het n3meHenmit no aaHHbIM PI OTK 5
| Ysenuyenue BITY, napeHxuma nerkux He u3meHeHa 45
Il Yenuyenue BITY, natonornyeckue 3MeHeHUs NapeHXUMbI NIerkux 30
Il Matonorus neroyHoi napeHxumbl 6e3 ysenuyenus BrIY 15
[\ BbipaxeHHbI (ubpo3 nerkux kak BeayLwmMit CUHAPOM MO AaHHbIM P 5

Mpumevanme: PT - pexreHorpadms; OTK — opratbl rpyaHoit kneTkw; BITTY — BHyTpUrpyaHble uMdatiyeckme yanbl.
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HUe / yCWIeHWe BHEJIETOUHBIX TTPOSIBJIEHUIA CapKOMI03a,
CHIXKeHUe (DOPCUPOBAHHOM XKU3HEHHON EMKOCTH JIETKUX
(DPXKEJ) Ha > 10 %, cHuxenue nudhy3MOHHOI CTOco0-
HOCTH JIETKMX 10 MOHOOKcuy yriepona (DL ) Ha 15 %
B TeueHue | roma, opMHUpOBaHUE JIETOUHOUN TMIIEPTEH-
31U, TTOBBILIIEHUE YPOBHST aHTUOTEH3UH-TTPEBPAILIAIOIIETO
depmenTa (AIID), runepKanbIANypus U / VIN TUIIEP-
Kajapuuemusd [1-3, 26—28].

Mocmpoerue duazHo3a npogodumces credyrowum obpasom:

1. Jlokaauzayus (IepeUNCISIOTCS OPTaHbl M CUCTEMBI,
MOpakeHNe KOTOPbIX ObLIO AMATHOCTUPOBAHO B MPO-
necce oocnenoanus). [1pu npusHakax BI'C, BbIsIB-
neHHBIX 110 JaHHBIM PI" OT'K, yKa3pIBaeTCsT peHTre-
Hojornyeckast ctanust (0—IV).

2. Axmusenocmb:

* 0-g cTeneHb (HEaKTUBHBINA) — OECCUMIITOMHOE
TeYeHUe, OTCYTCTBUE JIAOOPATOPHBIX ITPU3HAKOB
BOCTIAJICHUS;

* 1-4 cTeneHb (AKTUBHBIN) — HaJIUYME KJIMHUKO-
JTabopaTOPHBIX MPH3HAKOB BOCIAJNICHUS, ITPHU
HaJIWYWU TIOJTHOM KIMHUIECKOM KapTUHBI BMe-
CTO aKTUBHOCTHM MOTYT OBITh YKa3aHBl «CUHIPOM
Jledrpena» unm «cuHapom Xeepdopara—Baib-
JIEHCTpeMa».

3. Teuenue: cTrabUIBHOE, TIPOTPECCUPYIOIIEE, PeTPecCcu-
pyloliiee, BOJJHOOOpa3Hoe, 000CTpeHUe, peluIuB.

4. Ocnoxcnerus: GYHKIMOHAIbHAsI HEAOCTaTOUHOCTD
(YyKa3bIBaeTCsI TIOPaXKEeHHBIN OpraH) U / WM CTONKIE
CTPYKTYpPHBIC M3MeHeHUsI (D1Opo3, KaabIUHAILINS,
KUACTBI U T. 11.) [1, 3].

5. Hanuuue noomeepicoenus duaerHosa Ha KJIETOUHOM WA
TKaHEBOM YPOBHE.

lpumepsi nocmpoeHus duazHosa

Ipumep No 1

Capkongo3 BIJTY u nerkux, cragust 11 (MKB-10,
D86.2), aktuBHBII, Mporpeccupyiouiee teyenue. Iloxa-
tBepxkneH BTC-ouorncueii.
Ipumep No 2

Capkouao3 reHepanu3oBaHHbii (D86.8) ¢ mopaxe-
HueMm nerkux (cranms I111), rmas, runepkanbuuitypuei,
KOXU. AKTUBHBIN, Tiporpeccupyowmuii. [ToarBepxaeH
ouorncueit Koxu.

Knunnyeckas kaptuHa 3aboneBaHns unn cOCTOAHMS
(rpynnbl 3a6oneBaHuit UMK COCTOAHMIA)

2KanoOsI 3aBUCAT OT mpeob/1agalonieil J0KaJInu3aum Imo-
paxXeHUs M BapuaHTa TeYEeHUST — OCTPOro WU XPOHU-
yeckoro. Yaiie Bcero nmpu capkouao3e perucTpupyeTcs
MaJIOCUMIITTOMHOE, XpOHUYECKOe TeueHUe 3a00J1eBaHMSI.
Brinensiores o01Ime CUMITTOMBI, XapaKTepHBIE I BCEX
¢dopM capkonao3a, 1 CUMITTOMBI TTOPasKeHUS OTACTBbHBIX
opraHoB u cuctem [1, 2, 29].

HauGonee BoipaxeHbl 1 AMHAMWYHBI >KaJ00bI MaliueH-
TOB C curdpomom Jlegpepera (Mixopamka, y3jaoBaTast SpU-
TeMa, IByCTOPOHHUI TTIepUapTPUT C MPEUMYILIECTBEHHBIM
MOpaKeHUEeM rOJIEHOCTOITHBIX CYCTAaBOB U JIBYCTOPOHHSIS

JuMpaneHonaTus KOpHe# JETKUX, JJTUTETbHOCTb OOBIYHO
< 2 Mec.) U «yBEOMapOTUIHOMN JIUXOPATKOUN» — cUHOpOMOM
Xeepchopoma— Banvoencmpema (yBeTMIeHIE OKOJIOYIITHBIX
CJIIOHHBIX 3KeJie3, MepeIHUI YBEUT U Hapaind JULIEBO-
ro Hepsa (mapanuy benna kak ¢akyJabTaTUBHBII CUM-
nTom)) [30, 31].

O6wue cumMmMoMl, XapakmepHsle 0Nl 8CEX NOKaU3aYUL
capkoudosa

Heopeanocneyuguueckue nposiéaenus, Takue Kak ycra-
JIOCTh, TPEBOTra, Aernpeccusi, 001b, KOTHUTUBHAST TMUC-
(byHKLMS 1 HeliponaTUst MEJIKHX BOJIOKOH, 4YacTO BCTPE-
YarTCsl y MallMeHTOB C capKora030M [29].

Crabocms, ymomasiemocmo. Hactora Bappupyercst ot 30
10 80 % B 3aBUCMMOCTH OT BO3pacTa, 1oJjia, pachl; siBJIsi-
€TCSI CAaMOCTOSITEIbHBIM ITPU3HAKOM U MOXET HEe UMETh
MIPSIMOI KOPPEJISIIIAN € TPaHyJIEMaTO3HBIM ITOpaXkeHUEM
TEX WIM UHBIX OPTaHOB. YPOBEHD CJIA00CTU MOXET ObITh
00BEKTUBU3MPOBAH C ITOMOIIIBIO IITKAJIBI OLIEHKU C1a00-
ctu (Fatigue Assessment Scale — FAS), BanuaupoBaHoii
B Poccuiickoit @enepanunm [29, 32].

Jluxopadka XxapaKTepHa ISt OCTPOTO TeUCHHS CHHIPOMA
Jledpbrpena mwm cunapoma Xeepdopara—BanbneHcTpema,
HO BO3MOXEH U JUIMTEJbHBIN cydodedpuaureT. Yactora
JINXOPAIKU IIpK capkouao3e Bapbupyetcs ot 20 10 60 %.

Cumnmoml capkoudo3a, XapakmepHble 071si MOPaXeHus
omadesbHbIX 0p2aHoe U cucmem

Capkonno3s jierkux u BIJIVY:

*  boav u duckomghopm B TPYITHON KIICTKE HE BCETIA YET-
KO OOBSICHUMBI XapaKTepOM U 00beMOM M3MEHEHUIA,
BbISIBJIIEMBIX Aaxe 1o naHHbIM KT. boau MoryT oka-
JIN30BaThCS B KOCTSX, MBIIIIIAX, CYCTaBaX U HE MMCIOT
KaKHX-JI100 XapaKTePHBIX TTPU3HAKOB.

*  O0bluiKa MOXET ObITh JIETOYHOTO, LIEHTPAJIbHOTO, Me-
TabOJMYECKOTO 1 CEpASCYHOro reHesa.

*  Kauwens ipu capkoro3e 0ObIYHO CYXOli U 00YCIIOBIEH
yBennyenuem BIJIY, pazapaxeHrem capkOMaHBIMU
rpaHyjeMaMUu HEPBHBIX OKOHYAHUI B CTEHKaX JbIXa-
TEJbHBIX ITyTEM, TMOO CIIEACTBUEM OOIIMPHBIX MHTEP-
CTUIIAJIEHBIX U3MEHEHUH B JIETKUX U OTHOCHUTEJIBHO
peaKo — CIEACTBUEM MOpaKeHUs uieBphl [1—-3, 33].

Knunuyeckue nposienexus capkoudo3a eHesne204Holl
NoKanu3ayuu

Ilopaxcenus koxcu ipy capkou103e¢ BCTPEUAIOTCS C Ya-
ctotoii ot 10 1o 56 % (B Poccuiickoit Penepanyu — 10—
15 %).

Yanoeamas spumema (erythema nodosum) ipenacTaBiIsicT
€0001i1 BaCKYyJIUT C IEPBUYHBIM I€CTPYKTUBHO-TIpOJIUbe-
PaTUBHBIM TTOPAKEHUEM apTEePUOJI, KalUJUISIPOB, BEHYI.
Capkoudusix epanynem y3108amas Ipumema He cooepicum,
ouoncus ee s1eMeHmos8 He umeem OUACHOCMUYECK020 3HA-
YeHUS.

Capkoudos koxcu BcTpedaetcs ¢ yacrtoroir 10—30 %.
CrneurUYHBI Y3J1bl, OISIIKYA, MAKYJIONAIY/IE3HbIE 13-
MeHeHWUs, [upus pernio («03HOOICHHAS BOTYaHKA» ), pyoO-
LIOBBII capKouno3. [TposiBieHHsT capKoua03a BEPOSTHbI
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B yJacTKaX KOXH, UMEBIIIMX paHee MOBPEXICHMS, Kyaa
MOTJI MOIaCTh MHOPOAHBIE Tejia (PyOLIbl, IIIPAMBbI, TaTy-
WPOBKU U T. I1.).

O3HobaenHas eonuanka (lupus pernio) — XpOHUYECKOE
peLMINBUpPYIOIIee MopaXeHue KOXU Hoca, IIEK, YIITHBIX
PaKOBUH U TAJIBLIEB, peXe — JI0a, KOHEYHOCTE U SITOMIHII,
BBI3BIBACT Cephe3HBbIC KOCMeTUYecKre nedekThl. [Topa-
JKeHHBIC YJACTKHU KOXH YIUIOTHEHBI, OKpAIIeHBI B Kpac-
HBII, MypIypPHBINA WX (UOJIETOBBIN LBET. PeuuanBol
yailie oTMevaroTcsl B 3uMHee Bpems [1, 3, 34, 35].

Ilopascenue opeanos 3penust npu capkoudo3e OTHOCUT-
Cs K OTTACHBIM MIPOSIBJICHUSIM, TPEOYIOIIMM BHUMaHUS
Bpayeil U IeYeHUsI, TOCKOJIBbKY MOXKET MPUBOIUTD K 3HA-
YUTEJIBHOMY CHIDKEHUIO U TIoTepe 3peHust. [lopakeHue
[J1a3 BCTPEYaeTcsl IpU CapKoKa03e MpUMepHO B 5—25 %
ciydaeB, u3 HUX 70—75 % npuxXoauTCs Ha MepeIHMil yBe-
ut, 25—30 % — Ha 3amHUIi YBEUT, pexXe — MopaxkaroTcsl
KOHBIOHKTUBBI, CKJIEPBI U paayXKHbIe 06004ku [1, 3, 36].

Caproudos nepugpepunecrkux JIV, TOCTYITHBIX TTaJTbIIa-
uuu, Berpevaetcs B 10—25 % cinyyaes. Yalie B mipoliecc
BOBJICUEHBI 3aIHUE U MEpeaHUEe ICHHbIE, HATKIIOYNY -
HbIE, JJOKTEBbIE, MOAMbILIEUHbIe U TTaxoBbie JIY [37].

Tlopaxcenue ceaezenxu npu capxoudosze (10—40 % ciy-
4yaeB) BCTPEUAIOTCS B BUIE CIUICHOMETaJuu U TUIIeP-
crieHn3Ma (1—5 % ciaydaeB) — yBeJIMUEHUE CEJIe3EHKU
B COUETAHWM C YBEJIMYEHUEM KOJIMIECTBA KJIETOUHBIX 3JIe-
MEHTOB B KOCTHOM MO3T¢ ¥ YMEHBIIIeHueM (hOPMEHHBIX
BJIEMEHTOB B Tlepu(eprIeCcKOil KpOBU (3PUTPOILIMTOB,
JIGUKOLIMTOB U / uiau TpoMboumToB) [1, 3, 38, 39].

Caproudos kposemeopHoil cucmemol BCTpeUaeTcs pel-
KO, TIOATBEPKAACTCS HAJTMIMEM SITUTCITNONTHOKIICTOU -
HBIX TpaHyJieM B KOCTHOM Mo3re [1, 3].

Ilopaxcenue nouex NMpu capkoumose BCTpeyaeTcs
y 5—30 % mainueHTOB — OT CYOKJIMHMYECKOM MPOTEN -
HYPUH IO TSKEJIOTO HeDPOTHUIECKOTO CHHAPOMA M TI0-
YEeYHON HETOCTATOYHOCTH; MOXKET OBITH OOYCIOBICHO
¢dopMUpoBaHUEM I'paHyJeM U HecTielM(pUUEeCKUM BOCTia-
JIUTEJTLHBIM ITPOLIECCOM (HApYLIEHUS MUKPOLIMPKYJISIIINY,
OTEK, BACKYJIUT), a TAKKE HAPYIICHUSIMU 3JIEKTPOJIUTHO-
ro 6anaHca. I'paHyJjieMbl B TTOUKax 4Yallle JJOKaIU3yTCsI
B KOpKOBoM ciioe [1—3, 40].

Ilopasxcenue onopno-oguzameavno2o annapama npu
CapKOMI03¢ YaCTO BCTPEYACTCsI B BUIE CYCTABHOTO CHH-
JIIpoMa, TOTIa KaK M30JIMPOBAHHBIC TTOPasKeHUs] KOCTeM
Y MBI — 3HAYUTENbHO pexe. CycmagHoil cuHOpoM Bbl-
paxeH npu cuHapome JledbrpeHa, HO MOXET ObITh CaMO-
CTOSITEJTbHBIM CHHAPOMOM [1—3, 41, 42].

Caproudos JIOP-opzanoe u pomogoil noaocmu CoCTaB-
nset < 1 % ciydyaeB capkougo3a. Yaie Bcero aTo ciy-
yaiiHble HaXOIKU. Pa3znuyalor cunonazanvHulil capkouos,
Capkoudo3 MUHOANUH, CAPKOUA03 20pPMAHU, CAPKOUA03 yXa,
capkoudos nosocmu pma u a3vika. OpodapuHTeaTbHBIN
CapKOUI03 MOXET ObITh MPUUUHON HOYHOTO OOCTPYK-
TUBHOTO aITHO? KaK €IMHCTBEHHOTO MPOSIBJIEHUS 3a00-
neBanus [1, 3, 43].

Caproudos cepoya (2—18 % ciyuyaeB) sIBIISIETCS XKU3HE-
YIPOXKAIOLIKM MPOSIBICHUEM CapKOoWI03a, XapaKTepu3yeT-
Cs1 OTIpeNieJIeHHO aBTOHOMHOCTBIO, He coBIanas ¢ (a3za-
MM Tipouecca B jaerkux u BIJTY. [lng yrouHeHus: fuarHosa
MIPOBOISITCSI MOHUTOPUHT 10 XOJTepy, CHUHTUTpaDUS
MuoKapaa ¢ nep@y3vuoHHbIMU paaruodapMaleBTUUeCKH -

MM MpernapaTaMu, MarHUTHO-PE30HaAHCHast ToMoTrpadust
(MPT) cepaiia ¢ OTCPOYEHHBIM KOHTPACTUPOBAHUEM [TU-
STUJI-TICHTAAIEeTATOM T'aJOJIMHUS, TIO3UTPOHHAS] SMUCCH -
oHHas Tomorpadus [1, 3, 44—47].

ITlopaxcenue nepenoii cucmemot npu capxoudose (neti-
pocapkoudos) scrpedaercs B 5—10 % ciaydyaeB U BKITIO-
YyaeT B ce0s He TOJBKO T'paHyJIeMaTO3HOE MOopaxkeHUe,
HO Y HETpaHyJIeMaTO3HbIE PACCTPOMCTBA, TAKME KaK HEeli-
poraTusi MeJKMX BOJOKOH U ToJoBHas1 60Jb. OnucaHbl
CJIeIyIOIINe TIPOSIBJICHUSI:

* TpaHyJIeMaTO3HOE MOpaKeHNE HEPBHOM CUCTEMBI;

*  HENPOCAPKOUI03 LIEHTPAIbHOM HEPBHOM CUCTEMBI;

* KpaHUaJIbHasg HEUpomaTusi;

*  acenTUYEeCKUII MEHUHTHT;

* BHYTpPUYECPEITHBIC ITapEHXNMATO3HbBIC ITOPAXKECHHUS;

* TOpaxkeHHe CITMHHOTO MO3Ta;

* HeipocapKkoua03 rnepudepuieckoit HEPBHOM CUCTe-

MBI,

* HeTpaHyJIeMaTO3HbIC TIPOSIBIICHUS TIOPaKeHUS HEPB-

Hoi1 cuctemsl [1, 3, 46, 48].

Ilopaxcenue opeanoé cucmemul nuujeéapeHus: BKIO-
qaeT B cebs1 capkoudos caronubix uceaes (6 %), KOTOPbIi
MIPOSIBIIICTCST IBYCTOPOHHUM OITyXaHMEM OKOJIOYIITHBIX
CJTIOHHBIX JKeJIe3, BCTpevyaeTcs B COCTaBe CUHIpoMa Xeep-
dopnra—BanbaeHctpema. Capkoudos neweru, IO pa3HbIM
ITaHHBIM, BcTpedaeTcs ¢ yactoroir 10—80 % m Hepenko
npotekaeT 6eccumntoMHo. [1o nanueiM PI"' KT opranos
OPIOIITHOM TTOJOCTH BBISBIISIIOTCSI MHOXECTBEHHBIC OUa-
roBble U3MEHEHUSI MOHUKEHHON MIOTHOCTU B MEYEHU
u ceneseHke. Ilodxceayoounas scenesza riopaxaercst peaKo,
M3MEHEHUST MOTYT HalTOMWHATh pak [1, 3, 49].

Caproudo3 opeanog s3ndoxpuntoli cucmemot. I1lopaxkeHne
TUIOTaJIaMO-TUNO(MU3apHOIi 00JIaCTH BO3HUKAET Y 2—8 %
OOJILHBIX C HEIPOCAPKOUI030M U COITPOBOXKAAETCS TTPH -
3HaKaMH HeMpOIHIOKpUHHON nucdyHkumu. KimHmye-
CKasl KapTUHA TUTIOTIUTYUTapU3Ma OIPeAeIIsIeTCS CTeTIe-
HbIO CHVXKEHUST MPOIYKIIMHY (hOJUTMKYIOCTUMYIMPYIOLIETO
7 JTIOTEMHU3UPYIOIIETO TOPMOHOB, TUPEOUACTUMYITUPY-
OIIIETO TOPMOHA, TOPMOHA POCTa M aApPEHOKOPTUKOTPOII-
Horo ropMmoHa. [1pu 3ToM y psiza MalueHTOB BOZHUKAET
runeprpojaktuHemus [1, 3].

Capkoudos mMo4enon08vlx op2ano8 y MyycHun KpaiiHe
penok. Capkoudos cemeHHUKA U nPUOAMK0E8 CXOXK U MO-
JKET COYETATHCS C OHKOIATOJIOTUEN TOM XKe JTIOKATN3AL1H,
rpaHyjeMaTo3Hasl peakiys MOXEeT COMPOBOXIATH OIMy-
XOJIEBBIN MPOLIECC, HE SIBISISICh TTPU3HAKOM CapKOWI03a.
Capkoudos npedcmamenvHoli dcene3vl HE UIMEET CIIeIMpH-
YeCKMX IMPU3HAKOB M CO3/1aeT TPYIHOCTU B T hepeHIINn-
QJIBbHOM NTMAarHOCTUKE C PAKOM MPEICTATENbHOM XEIE3bI,
ITOCKOJIEKY MOKET COIMPOBOXIATHCS ITOBBIIIICHHBIM YPOB-
HEM IIpOCTaTUYECKOoro crieruduyeckoro anturexa [ 1, 50].

Caproudos Mo4eno.106bix 0p2aHO8 y HceHUWUH BCTpeUa-
eTcs KpaliHe peako. Capkonao3 MOUEBBIBOASIINX MYTEH
MPOSIBJISIETCST CHIDKEHUEM CUJIBI cTpyu Mouu. Caprou-
003 HAPYICHBIX NOAOBBIX OP2AHO8 STBIISIETCS OYeHb PEIKUM
COCTOSTHUEM, TIPOSIBIISICTCST Y3€JIKOBBIMU M3MEHEHUSIMU
BYJIbBBI M KOXHU TepuaHaibHOU oblactu. Caprxoudos
Mamku HanboJiee OTIaCHO TIPOSIBIISIETCS] KPOBOTEUCHM -
eM B nmocTMeHomnay3e. [TopaxkeHre MaTOYHBIX TPYO IIpH
CapKOMI03¢ BCTpevasicsl KpaifHe peaKo y KEHIIWH C T10-
JIMOpPraHHBIM MopaxeHueM [1, 3].
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Capxoudo3 mo104Holl Hceae3vl BBISIBISIETCS MPU 00-
CJIeIOBAHUM IO TTOMO3PEHNIO Ha PaK MOJIOYHOM Kese3bl.
JrarHocTupyeTcst pyu OMOICUU TUIOTHOTO 0€300J1e3HEH-
HOTO 00pa30BaHUs B MOJOYHOI XKeJie3e Ha OCHOBaHUM
BBISIBJICHUSI MHOXKECTBEHHBIX HeKa3eUMUIIMPYIOLIUXCS
rpanyjiem. Heobxoauma nuddepeHiumanibHas 1MarHo-
CTHKa ¢ TyoepKyie3oM [1, 3].

Capkoudos u 6epemennocms. Capxoudos Heav3s pac-
cMampueams Kak cOCMosiHue, Komopoe Yacmo U cepbe3Ho
Hapyuiaem 0emopoouyr0 QYHKUUIO JceHujutbl. B OOJbILIMH-
CTBe clTyJaeB OepeMEHHOCTh MOXXHO COXPaHUTh, HO B Ka-
JKIIOM OTIEIBHOM CJIydae BOIIPOC NOJKEH PelIaThCst MH-
IUBUIYaJIbHO, a TTATPOHAX OEpEeMEHHOM MOJKHBI BECTU
KaK Bpauu XKeHCKOI KOHCYJIbTAllMH, TaK W CITELIIMATACTBI
110 capkono3y. OCHOBHBIMHU ITPOOJIeMaMU SIBIISTIOTCST Te-
PaTOreHHOCTH ITPOBOIMMOM TepaIliy U CTeIIeHb HeI0CTa-
TOYHOCTH OPTraHOB U CUCTEM >KEHIIIMHBI.

ZKeHIMHAM ¢ TSOKEJIbIMU PECTPUKTUBHBIMU / 00-
CTPYKTUBHBIMU HaPYIICHUSIMA BeHTWISILIMOHHOM (DYHK-
LIUY JIETKUX, CAPKOUI030M IETOPOIHBIX OPTAaHOB, IMTOYEK
1LieJIecoo0pa3Ho MJIaHUpOBaHUE OEPEMEHHOCTH, HAOJIIO-
JIeHre BO BpeMsl 0epeMEeHHOCTH W POJIOB B CIEIMaIH-
3MUPOBAHHBIX MHOTOTIPOMUIILHBIX yupexxaeHusx [1, 51].

Capkoudo3 y demeili u nodpocmkog. Buinensercs
T. H. capkoudos ¢ paHHUM HA4ai0M 3a004€8aHU Y JTALL
B BO3pacTe 4 JIeT ¥ MOJIOXE, BHYTPUTPYIHbIE MOPaXKEeHUST
KpaifHe peIKd, TOMUHHUPYET TpUaga «apTPUT — YBEUT —
TTOPaKEHUSI KOXI». DTO pa3fe/icHUE SIBISICTCS KITFOUEBBIM
B IMarHOCTUKE U auddepeHImanbHOR TuarHocTuKe cap-
KOU03a IBYX BO3pacTHbIX rpymn [1, 3, 52].

[narHoctuka 3aboneBaHus UNKU COCTOAHMA (rpynnbl
3aboneBaHUit UNM COCTOSAHUI), MEAVLIMHCKUE
MoKa3aHWsA U NPOTUBONOKA3aHMS K NPUMEHEHMIO
METOA0B ANarHOCTUKM

Kpumepuu ycmanoeaenus ouaznosa:

* MarHo3 capkKoua03 yYCMAaHaeaueaemcss Ha OCHOBaHUU
Kayo0 M aHAMHECTUYECKUX JaHHBIX MMalleHTa, pe-
3yJIbTaTOB JIY4EBBIX, (DYHKIIMOHAIBHBIX, Ja00paToOp-
HBIX 1 MOP(MOIOrMYeCKUX METOIOB 00CIeI0BaHNS;
TpebyeTcsl UCKJIIOYeHUE CApKOMIHOM peakiiiy 1 3a00-
JIEBaHMI CO CXOXKUMM C CAPKOUI030M TTPOSIBIICHUSIMH,

* IMarHo3 CapKoWI03 eepuguyupyemcs Ha OCHOBAaHUN
JAHHBIX MOP(hOJIOIMYECKOT0 UCCICAOBAHUSI PU BbI-
SIBJIEHUM TPaHyJieM 0e3 Ka3e03HOro HeKpo3a XOTsl Obl
B OTHOM OpraHe MJIM TKaHU IpU 3a00pe TTaToIOTHUe-
CKOTO MaTepuasa y 00JIbHOTO ¢ XapaKTepHOI KITMHUKO-
PEHTIeHOJIOTMYECKOI cuMNTOMaThKoi. OIHaKO HEKO-
TOpble KIIMHUYECKUe cligHapuu (cuHapom JlegrpeHa,
cuHapoM Xeepdopara—BanbaeHcTpeMa, 03HOOeHHAS
BOJIYaHKA M OECCMMIITOMHAsI IBYCTOPOHHSST BHYT-
purpyaHas iMMdaaeHoIaTrs ) HaCTOJbKO Criebuy -
HBI, YTO TMO3BOJISTIOT YCTAHOBUTB TTPEIITOIOKUTETHbHBIN
JIMarHo3 capKkoumo3 6e3 ouoricun [1, 3, 53].

Xanobb! 1 aHamHe3
)KaJ'IO6I)I 3aBUCAT OT BapraHTa TCUCHUA 60I[63HI/I " JIOKa-

Jnu3anuu npoiecca. 2Kano0bbl 1 aHaMHE3 OMKCaHbI B pa3-
nene «KnuHuyeckast KapTuHa».

O®usnkansHoe o0cnesoBaHue

Bcewm manmeHTaM ¢ capKoMI030M PeKOMEHIYETCS TIPO-
BOIUTH (pM3UKAIBHOE 00CIeI0BAaHNE IS BBISIBIICHUS Ha-
pylLIeHU# Bcex opraHoB U cucteM. [Ipu ocMoTpe BHUMa-
HUe clieayeT odpalaTh Ha U3BMEHEHUs KOXHU, 0COOEHHO
B 00JIACTH CTaphIX PYOLIOB M TaTyHPOBOK. [1pu mambmaimm
MOTYT OBITH BBISIBIICHBI 0€300J1e3HEHHBIC, TTOIBUKHbIC,
yBeJMueHHbIe nepudepudeckue JIY (yaiie Haa- ¥ TOAKITIO-
YUYHBIC, ICHHBIC U ITaXOBBIE, PeXKe — JIOKTEBBIE), a TaK-
JKe TIOIKOKHBIC YIUTOTHEHMST — capKounsl Japre—Pyccn
(MHOTIA TOBOJILHO O0JIe3HEHHBIE). OCMOTP KOHBIOHKTUBEI
U pamy>kHOI 000JIOUKU IJ1a3a MO3BOJISIET 3aII0A03PUTD YBe-
WT ¥ 31icKiepuT. [pu mepKyccuy 1 ayCKyJIbTalliy N3Me-
HeHUsI BCTpedaroTcs mpumepHo B 20 % ciydaeB. BaxHo
OLIEHUTDb pa3Mepbl TTIeYeHU U celie3eHKH [ 1, 3].

VYpoBenb yoeaurenbHocTn pekomenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH J0KA3ATENBCTB 5).

ﬂa60paToprle AuarHocTuyeckune uccnenoBaHma

O6wuii (kaunuyeckuil) anaaus kposu. BonHooOpa3Hble U3-
MEHEHUsI IToKa3aTesIeil CKOPOCTH OCEIAHUSI SPUTPOIIUTOB
WIN YMEPEHHOE TTOBBIIIIEHNEe HAOII0IaeTCS B TCUCHUE
IJIATEJIbHOTO BPEMEHMU MPU XPOHUYECKOM M MaJIOCUM-
MTOMHOM TeueHUU O0osie3HU. JleiikouTos nepudepu-
YeCKOI KPOBU BCTPEUACTCS IIPU OCTPOM M TIOZOCTPOM
TEYCHUH CapKOMI03a, a TAaKKe Ha (hOHE TPUMEHEHUST CHC-
TeMHBIX ' KC (cI'KC). ITpuzHakoM akTUBHOCTH SIBJISTIOTCSI
JUMGbOTIEHHST 1 MOHOIIMTO3, TIOBBIIIIEHNE COOTHOIIIEHUST
HeliTpodwisl / TuMbounTsl (MHIEKC Kpebdcea).

Tpombouumonenus ipy CapKoMI03e BCTpEIACTCS IIPU
MOpaXKeHUsIX MeYEHU, CeJIe3eHKU U KOCTHOTO MO3Ta, Tpe-
oyet nuddepeHIIMaTbHON IMArHOCTUKY C ayTOUMMYHHOM
TPOMOOIIUTOIIEHUUECKOM ITypITypoii [ 1, 3].

VpoBennb yoeaurenpHocTn pekomenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeIbCTB 5).

Ouenka pynxuuu novex peKOMeHIyeTCsl BCEM TMallueH-
TaM TIpU TIEPBUIHON TUATHOCTUKE Y TIPU TMHAMIYECKOM
HaOJII0IeHUN He pexe | pasa B 6 Mec., BKJIFOYAeT B Ce0st
001U (KIMHUYECKMIT) aHaJIu3 MOYM, HCCliefoBaHle
YPOBHS KpeaTMHWHA B KPOBHM, MOYEBUHEI B KPOBU, PacyeT
CKOPOCTH KITYOOUKOBOM (pusibTpaniyu no hopmynam [1, 3].

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

Perxomendyemcsa npoeooums uccaedosanue ypoeHs am-
2uomen3uHozena, e2o npouseoonsvix u AIID ¢ kposu mom-
POCTKaM 1 B3POCIBIM MPU TICPBUYHOM BBISIBIICHUH U B TH-
HaMUKe C 1eJIbI0 OLIEHKU aKTUBHOCTU 3a00JIeBaHNSI.

Hopwma s aktusHoct ATT® B Bo3pacte 6—18 et —
29—112 en. AI1I®, B Bo3pacTe crapure 18 1et — 20—70 e.
ATI®. KnuHMYeCcKr 3HaYUMBIM SIBJISIETCSI YBEJIMUYEHUE
aKTUBHOCTHU chiBOpoTouHOTOo AIT® > 150 % ot BepxHeit
rpaHuLibl HOpMBI [1, 3].

VpoBeHb yoenuTeIbHOCTU pekoMeHaiuii B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 3).

Hccaedosanue ypoens C-peaxmuenozo beaxa 6 coléo-
pomKe Kposu PEKOMEHIYeTCsI MallMeHTaM C OCTPBIM cap-
KOMII030M JIJISl OLEHKU aKTUBHOCTHU 3a00seBaHus [1].

VpoBennb yoeaurenpHocTn pekomenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTebCTB 5).
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Hccaedosanue yposneli 00uie20 Kaabuls 6 Kposu u uccie-
dosarue ypoeHs Kaablust 8 CymouHol move. PexoMmeHyeTcst
OLIEHUBATh IIPU BBISIBJIEHUM U JUHAMUYECKOM HaOJIIO-
nenun. M'mnepkanbuuemust (5 %) rpu capkoumose pac-
CMaTpUBaETCs KakK MPOsIBJICHUE aKTMBHOI'O CApKOMI03a.
Tunepxansuumitypust (25 %) BcTpevaeTcsl ropas/o yaiie
U SIBJIIETCS 00Jiee TOUHBIM METOAOM BBISIBICHUSI HAPY-
IIeHus MeTabonm3ma Kanbius [1, 3, 19].

YpoBeHb yoeaureabHOCTH pekoMeHaamuii B (ypoBenn
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

Hccaedosanue yposneti ummynoeaobyaunos (Ig) A, M, G
6 Kpoeu PeKOMEHIYETCS IIPU IIEPBUYHOM 0OC/Ie0BAHUU
1151 iuddbepeHIMalIbHON 1MarHOCTUKY ¢ UMMYHOIeDu-
LIMTHBIMU COCTOSTHUSIMU, COTTPOBOXIAIOIIMMUCS 00pa-
30BaHMEM I'paHyJieM, OOLIMMU BapraOeIbHbIMU UMMY -
HOIEe(ULIMTHBIMUA COCTOSTHUSIMMU [54].

YpoBensb yoeaurenbHocTn pekoMenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

MeToab! BU3yanu3auum

0Oo630pnas PI' OTK peKoMeHAyeTCs BCeM IalueHTaM
C LEJIbIO IEPBUYHOM TMATHOCTUKY U OTIPEACICHMSI CTa-
nuu (cornacHo knaccudukauuu BI'C). [To nanusim PT
y nauveHTa ¢ BI'C B TMUIMYHBIX cliyyasix oOHapyXKuBa-
eTcst boJsiee UJIM MeHee CUMMETpUIHOe yBeandeHue JIY
KOpHEH JIETKUX U CPEIOCTCHUS U / WJIN IBYCTOPOHHUE
0YaroBO-MHTEPCTUIIMAIbHBIC U3MEHEHMS B JICTKUX.
XapakTepHO HECOOTBETCTBUE MEXIY OTHOCUTEJIbHO
YIOBJIETBOPUTEIbHBIM COCTOSIHUEM MallMeHTa U pac-
MMPOCTPAHEHHOCTHIO IMATOJIOTMYECKOTO IIpoliecca.
B penkux ciaydasix BO3MOXHA aTUNMYHAs KapTUHA —
oaHocTopoHHee yBenuueHue BIJIY, onHocTopoHHUE
JIMCCeMUHALMU, (POKYCHI, yUaCTKU KOHCOTUAAIIMYT VTN
mosioctu [1, 3].

YpoBeHb yoeauTe IbHOCTH peKoMeHanuii A (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB 2).

KT OI'K pekoMmeHayeTcsl BCeM MallueHTaM C 1IeJIbIo
MTePBUYHOI TMATHOCTUKY Y TUHAMWUYECKOTO HAOTIOMEHMS
npu BI'C [1, 3, 4, 55, 56].

YpoBeHb yOeauTeIbHOCTH peKOMeHIanuii A (YpoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 2).

MPT cepoua u maeucmpanvtoix cocyoos u / uau MPT
20/106H020 M032a PEKOMEHIYIOTCS TTAlIMEHTaM C MOA03pe-
HUEM Ha CapKOUI03 CepALa U LIEHTPAIbHON HEPBHOM
CUCTEMBI C LIeJIbI0 YTOUHEeHMSs AMarHosa [1, 3].

YpoBenb yoenuTeibHOCTH peKoMeHaammii B (yposenb
JIOCTOBEPHOCTH I0KA3ATEIbCTB — 2).

W3 paduonyxkaudnvix memodoé uccienoBaHus Mpu
CapKOMA03¢ OPTAaHOB JBbIXaHUS B CIICHIMATN3UPOBAHHBIX
LIEHTPaX PeKOMEHIYIOT Mep(y3NOHHYIO CIIMHTUTPAPUIO
Jlerkux ¢ rayg [¢Ga) uurpaTtom [1, 3].

YpoBensb yoeaurenbHocTn pekoMenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 4).

[Tlozumponnas smuccuonnas momoepagus 6ceeo meaa
¢ 18-pmopdeszokcuenroxo30il TIPOBOTUTCS TSI YTOUYHECHUS
Jlokanuzauuu npoiecca [1; 4; 57].

YpoBeHb yoenuTeIbHOCTH pekoMeHaaimii B (yposenb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

DudocoHoepaghus cpedocmerus upecnuule8o0HAs U dH-
docoHoepaghuueckoe uccaedoganue mpaxeu u OpoHx08 pe-

KOMEHIYIOTCS IIPU TTEPBUYHOM O0C/IeTOBAaHUM KaK METOT
BU3yaJIM3allMU pa3HbIX Tpymnn JIY cpenocteHus u ornpe-
IIeJICHUST X pa3MepoB, 0COOEHHOCTEH cTpoeHus [1, 3].

VpoBeHb yoeaurenpHOCTH peKoMeHaammii B (yposeHn
JIOCTOBEPHOCTH JI0KA3aTebCTB 3).

Memoobl 10K anbHOU UHCMPYMEHMAAbHOU OUACHOCIUKU
PEKOMEHIOBAHBI TTAIIMEHTAM C TIOJ03PEHNEM Ha TeHe-
paTM30BAHHBIN WM BHEJIETOYHBIA CAPKOUI03 C LIEJIbIO
JMMarHOCTMKY 3a00JIeBaHUS: YIbTPa3ByKOBOE MCCIEI0BA-
HUe OpraHoOB OPIOLIHOM MOJ0CTU (KoMILiekcHoe), MPT
TOJIOBHOTO MO3Ta, CepAlla U MarucTpaabHBIX COCYIOB,
sxokapauorpacdus, PI' mopaxkenHoit koneunoctu, MPT
KOCTM, MITKUX TKaHeli [1, 3].

Yposenb yoenutenbHOCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

WMmyHonoruyeckue MeToAbI MCCNeROBaHMN

BHyTpHKOXKHAag npoda ¢ TyOepKyJe3HbIM aJLIepreHoOM
(PPD-JI) pekoMeHIOBaHa Ha 3Tare MepBUYHON auar-
HOCTMKM capKoua03a neTsm 1o 7 jiet; npodba Manty 2TE
MPY aKTUBHOM CapKOMII03€ OTPUIIATEIbHA TT0 MEHbIIIEH
Mepe B 80—85 % ciydaeB y MalMeHTOB, He TOJyYaBIINX
c'KC[1].

YpoBeHb yoeauteabHOCTH pekoMeHaammii B (yposeHn
JI0OCTOBEPHOCTH J0KA3ATENbCTB 3).

BHyTpuUKOXKXHAs MPoda ¢ ajuiepreHoM Ty0epKyJie3HbIM
PEKOMOMHAHTHBIM (JIMacKMHTECT) peKOMEHIOBaHA BCeM
MalyeHTaM Kak 00si3aTe/ibHasI PY MEPBUYHOM TMarHo-
CTUKE CapKOMI03a C LIeJIbI0 UCKITIOUEHUST aKTUBHOCTHU
TyOepKyine3Hoi nHbpekumu [1, 58].

VpoBenb yoeauTenbHOCTH peKoMeHaammii B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTebCTB 3).

Uccnenosanue yposusi IFN-y na anturennt Mycobacte-
rium tuberculosis complex B KpoBH (KBaHTH(EPOHOBBIIA TECT
u T-SPOT.TB / ELISPOT, TUT'PA) HazHauatTCs TIpU
0TKa3e OT MPOBEICHUST KOXXHBIX TECTOB MJIM HEBO3MOX-
HOCTHU MX TIPOBEACHMS TTO MEAMIIMHCKIM TTOKa3aHUSIM Kak
aJbTepPHATHUBA KOKXHBIM TECTaM C TyOSPKYITMHOM.

VpoBenb yoeauTenbHOCTH peKoMeHaammii B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTebCTB 3).

¢YHKLI,VIOHaI1beIe MeToAbl ANarHOCTUKK

BceM marmeHTam Ha 3Tare nepBUYHON AMArHOCTUKU cap-
KOMII03a U B AMHAMUKE JIJIST OLIEHKU CTETIEHU TTOpaKeHUST
JIETKUX PEKOMEHIYETCST UCCAeO08AHIUE HECNPOBOUUPOBAHHBIX
dvixamenvuvix 00semos u nomokos. KimoueBbIMU mmokasa-
tesasiMu sBistioTess @2KEJT u mokaszaTesib COOTHOILICHUS
o0beMa popcrpoBaHHOTO BbIIOXa 3a 1-10 cekyHay (ODPB,)
u ®XKEJI (%). ITpu OPB, / ®XKEJI < 70 % nposoautcs
npo0a ¢ GPOHXOIUTUYECKUM TIperapaToM KOPOTKOTO Aeii-
ctBUs. CrTUpoOMETpHIO ClieyeT MPOBOAUTD He peke 1 paza
B 3 Mec. B aKTUBHYI0 (ha3y mpoliecca U eXerogHo — Mpu
rmocienytomeM Haomonenuu [1, 30, 59].

Nsmepenue DL, MeTOIOM OAMHOYHOTO BIOXA SIBJISI-
€TCs1 OMHUM U3 Harbosiee MHGhOPMATUBHBIX METOIOB MTPU
onpe/esIeHNH TAaKTUKW BeIeHUsI TTALIMEHTOB C CAPKOUJIO-
30M ¥ JUHAMHWYECKOM HAOTIOICHU 32 HUMH.

Hapywenus eazoobmena npu capkoudose O1IeHUBAIOTCS
Ha OCHOBaHWM MOKa3aTeJisl HaChILIEHUST TeMOIIo0uHa
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KPOBM KUCJIOPOAOM (caTypaliys) MOCPeICTBOM MyJIbCOK-
CUMETPUU B TIOKOE, a MPU HEOOXOIMMOCTHU YyTOUHEHUS
pPa3BUTHUS IBIXaTeILHON HETOCTATOUHOCTU — IO JaH-
HbIM 6-MUHYTHOTO IIaTOBOI0O TECTa, U PEKOMEHIYIOTCS
Ha BCeX 3Tanax BbISIBJICHUS U HAOJI0AEeHMUS 3a TaleH-
ToM. UccienoBaHre KMCIOTHO-OCHOBHOTO COCTOSTHUS
1 Ta30B KPOBU PEKOMEHIOBAHO MTPOBOIUTH B YCIOBUSIX
OTIEJIEHUI peaHUMallM¥u U UHTEHCUBHOM Tepanuu |1,
3,59, 60].

YpoBeHb yoenuTeibHOCTH peKoMeHaaimii B (yposenb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

Peeucmpauus s31ekmpoxapouoepammol peKOMEHIYCT-
Csl B KauecTBe 00s13aTeIbHOTO KOMIIOHEHTa NIEPBUYHOTO
o0cJieqoBaHMs, a TIPY BBHISIBJICHUW HapylIeHWI pUTMa
IIPOBOIUTCS XOJTEPOBCKOE MOHUTOPUPOBAHUE CepIey-
Horo put™ma [1, 3].

YpoBeHb yoeaurenbHOCTH pekKoMeHaamuii B (ypoBenn
JIOCTOBEPHOCTH 10KA3aTEJILCTB 3).

WHble guarHocTuyeckue nccnesoBaHus
WHea3usHble Memodbl QuaeHOCMUKU

bponxockonuueckue menods: pPeKOMEHIOBaHbI BCEM TMallN -
€HTaM Ha 3Tare MepBUYHOM TMarHoCTUKU, BepUbUKaIIUU
JIWarHOo3a U IpU IMHAMUYecKoM HabmoneHuu [1, 3, 61].
YpoBenb yoenuTeibHOCTH peKoMeHammii B (yposenb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB 3).
Xupypeuueckue ouaznocmusueckue onepayuu peKOMeH-
JYIOTCSI BCeM TallMeHTaM (IeTU W B3pOCJbie) Mpu He-

BO3MOXXHOCTU TPAaHCOPOHXUAJbHON TUarHOCTUKU TSI
Bepudukauuu nuarsosa [ 1, 3].

YpoBenb yoenuTeibHOCTH peKoMeHaammii B (yposeHb
JIOCTOBEPHOCTH JI0KA3aTeJLCTB 4).

[IpennouteHue ciaenyer oTiaBaTh MUHUMHBA3MBHBIM
MeToJaM (BUIEOTOPAKOCKOIMMYECKNE BMEIIATeIbCTBA
¢ ouorncueit merkoro u BIJIY) [1, 3].

VpoBeHb yoeaurenpHOCTH peKoMeHaammii B (yposeHn
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 4).

Hueaszuenasn duacnocmukxa capxoudosza éneaezoMHOU
aoxaauzayuu (ouoricus JIY (nepudepunueckoro), KOxHu,
OIIYXOJIEi, OIyXO0JIEMOJ0OHBIX 00pa30BaHUMN MSITKUX
TKaHel (MOAKOXHBIe 00pa3oBaHus), MEYEHU U APYTUX
OpPraHOB B COOTBETCTBUH C TTIOPAXXEHNEM) PEKOMEHTYETCST
MaleHTaM C CapKOMI030M IS TIOJIyYeHUs MaTepuraja
nopaxeHHoro oprasa [1, 3].

YpoBeHb yoeautenbHOCTH pekoMeHaammii B (yposenn
JI0OCTOBEPHOCTH J0KA3ATENLCTB 4).

O0BeM JTabOPaTOPHOTO Y MHCTPYMEHTATBHOTO UCCIIC-
JNOBAaHUI M KOHCYJIbTALIMI Bpadyeli-CIeIUaJIUCTOB IIPEI-
craBjieH B Tabna. 2 [1, 3].

[JudbpeperyuansHas duaezHocmuka

HuddepeHimanbHas 1MarHocTUKa capKorao3a peKOMeH-
JTyeTcsT Ha 3Tarle MepBUIHON TUarHOCTUKU, TIPY PELIVIN -
B€, HEYKJIOHHOM IPOrpEeCCUPOBAHUM IIPOLIECCA U OIIpE-
JIeJIsIeTCsI JIoKau3al e mpolecca, KoTopast MOXeT ObITh
CBsi3aHa C JIIOOBIM OPraHOM M CUCTEMOI1 YeJI0BEUECKOTO
OopraHu3ma, B CBSI3U C 3TUM CapKOMI03 CUUTACTCS «BEJI-

Tabauua 2

O6sem 1abopamopHo20 u UHCIMPYMEHMAALHO20 UCCAEO06AHUIL NPU NEPEUMHOU OUACHOCIUKE CAPKOUO03a 8 3A8UCUMOCTU

om AoKaau3auuu
Table 2

The scope of laboratory and instrumental examination in the primary diagnosis of sarcoidosis depending on the localization

TNokanusauus 06bem nabopartopHoro obcneaoBaHus
06s3aTenbHbIN 06bEM
obcnegoBaHus Npy NepBuY-
HOW AMarHoCTUKe BHE 3aBU-
CMMOCTH OT NoKanu13aLmm
capkoupo3a

Ba (hOPMEHHbIX NEMEHTOB M CKOPOCTH OCeAaHus
3pUTPOLUTOB

BuoxvuMMYecKkuit aHanu3 KpoBY (KpeaTUHUH, Move-
BYMHa, 061ui Genok)

WccnepnoBaHue ypoBHeit:

CPB

ANo:
* 00Liero KanbLuus B KPOBY
* KanbUus B CYTOYHON MoYe
IgA, -M, -G B KkpoBH
06wuit aHanu3 Mo4n

Mpo6a ¢ annepreHoM Ty6epKyne3HbIM pekomMou-
HaHTHbIM (QuackuHTect) unu npoeepetme IGRA-
TecToB Ha Tybepkyne3

PacyeT ckopocTi kny604KoBOi hnnbTpaumu

06Kt aHanu3 KPOBM C UCCNeA0BaHNEM KONMYECT-

OcmoTpsl

06bem MHCTpYMeHTanbHoro obcnefoBaHNs .
Bpayen-creLuanucToB

KT MynsmoHonor

Y31 OBl u noyex ®r1usnarp

AnekTpokapauorpachnyeckoe uccnegosanue cep- | Odiranbmonor

Aua

Y34 cepaua TopakanbHbli Xupypr
ANs pelueHus Bonpoca
0 Bblbope MeToAa UHBa-
3MBHOM AMarHOCTUKN

Cnnpometpus Bpay-peHTreHonor

Mpu Hannumm nokasanmit M3T / KT ¢ *F-oOr Bpau ynetpassykoBoit
[AMarHOCTUKM

Havauo. ITponosxeHue tads. 2 cM. Ha ctp. 400
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OxonuaHue Ta6J1. 2. Havyano cm. Ha cTp. 399

Capkounpo3 nerkux u Brny

Capkovnpo3 cepaua

Capkonao3 HepBHO#
CcHUCTEMbI:

* LIEHTPanbHOM

* nepuchepuyeckoi

CapKou.qos novek

Capkonpao3 koxu

Capkonpao3 nepudiepnyeckux

Capkonpao3 neyeHu

CapKonpo3 opraHa 3peHus

Capkonpao3 onopHo-aBura-
TeNbHOM CUCTEMbI

WccnepoBaHme GpoHxoanbBeonspHoro nasaxa

cTonornyeckoe uccnefoBaH1e GUONCHIAHOIO
matepuana, nony4eHHoro npiu No6om NHCTPYMEH-
TanbHOM MccneaoBaHUy (npsiMas Groncus n3meHe-
HWIA B OpOHXaXx, Ype3dpoHxmManbHas buoncus nerko-
ro, TOHKouronsHas 6uoncus BIY, 6uoncus

nop koHTponem Y3W, kpuobuoncus, BuaeoTopako-
ckonus ¢ Guoncueit nerkoro u BINY, meguactuxo-
ckonus)

WccnepnoBaHue ypoBHsi TPONOHUHOB, HAaTPHUIAYPETH-
yeckoro nentuaa B-tuna

an HanuyMmM NokasaHmi — FMCTomNorus, B npuopu-
TeTe — 3KCTPaKapauanbHasa rucTonorus

JllombanbHas nyHKUMA ¢ MccnefoBaHUeM NUKBOPA:
6enok, uuTo3, rnioko3a, CD4CD8, kpeaTUHKMHA3a

Mpu Hannuun nokasaHuit — Guoncus

Buoncus noyek

Buoncus koxmu

Buoncus nepuchepnyeckoro J1y

OyHKLUMOHANBHBIE NPOGHI NeveHn: GUNMpYouH,
acnapTatamuHoTpaHcepasa, anaHMHaMUHOTPaH-
cépepasa, ramma-rnyTammunTpanccepasa, WenoyHas
thocchatasa

Koarynorpamma (npu Hanuumm npusHakos umpposa)
Buoncus nevexn

Mynbcokeumetpus

WccnepoBaHue HeCNpOBOLMPOBAHHBIX AblXaTenb-
HbIX 06'bEMOB 1 MOTOKOB

Uccneposaue DL, METOAOM OAVHOMHOTO BAOXA
6-MUHYTHBIN LWaroBbIA TeCT

BpoHxockonuyeckue MeToabl 0bcneaoBaHns

¢ 3a60poM NPOMbIBHbIX BOA, GpoHX0anbBeonsp-
HOTO NaBaxa, MUKPOBMONOrMYECKUM W rucTonoru-
YeCKUM MccrefjoBaHNEM

Xupypruyeckue aAMarHocTUHeCkue onepaumm pexo-
MEHOYHTCS BCEM NaLMeHTaM (AeTu U B3pocrbie)
NPy HeBO3MOXHOCTY ManoNHBa3UBHON AMArHOCTH-
KV ANs BepUdpMKaLMM [narHo3a U npu oTCyTCTBUM
NpoTUBONOKa3aHUi

MPT cepaua 1 MarucTpanbHbIX COCYAO0B C KOHTpa-
CTMPOBaHMEM

N3T / KT ¢ ®F-OA (coueTaHue [BYX METOAOB)

Mpy HanM4Mm noKasaHui:

* XONTePOBCKOE MOHUTOPMPOBAHME MO MOKa3aHMSM
* IxoKI

MPT ¢ koHTpacTupoBaHuem:

* TONOBHOTO Mo3ra
* CMIMHHOTO Mo3ra
AnekTpomuorpadms

[lnarHocTuyeckoe TecTMpoBaHue npu Hev'lponamu
MenKuUX BONIOKOH

PI KT novek

Y3W nepudpepuyeckmx J1y

Y3W, KT / MPT OBI ¢ koHTpacTom

®ubpoanactorpacus

®ubporactpoayoneHockonus

OnTiyeckas korepeHTHas ToMorpacms
cnekTpanbHoil obnactu

®nroopecLeHTHas aHrnorpadgms
Mo nokasaHusam:
* aHruorpadus ¢ MHAOLMAHNHOBLIM 3eNIeHbIM

PI" KT nopaxeHHOI 4acTu KOCTHOFO cCkeneTa
n [ nnm cyctasa

MPT msrkux TkaHeit 1 CycTaBoB (0AHa Nokanusa-
LMsi) Ha NOPaXeHHbIN CycTaB

MynsmoHonor

PeHTreHonor

MynemoHonor

Kapauonor
Kapauoxupypr (npu
peLueHun Bonpoca o kap-
[pvansHoi 6uoncum)
Aputmonor
Bpay-peHTreHonor

Bpau ynitpassykoBoit
AMArHoCTUKM

Hesponor

Odhranbmonor

Heitpoxupypr npy noka-
3aHmAX k Guoncum

Hedponor
Yponor
[lepmatonor
Xupypr
lemaronor
WmmyHonor
acTpoanTeponor

Xupypr

Odbransmonor

PeBmaronor

Opronea-TpaBmaronor

Mpumeyatme; CPB - C-peaktueHblit Genok; ANd — arvoteHanH-npespaLLatoLumit hepmenT; KT - kommbtotepHast Tomorpadius; OI'K — opraHbl rpyHoit knetki; Y3W — ynbTpaseykoBoe UCCrefoBa-
Hute; OB - opraxbl GpiowwHoi nonoct; M3T - no3UTpoHHas amuccuorHas ToMorpachus; CF-OL - dtop-18-dhropaesokceurmiokosa; |GRA-TeCTsI — NabopaTopHble AMArHOCTUECKUE TECTHI, OCHO-
BaHHble Ha BbicBoBOXaeHNM nhTepdepora (IFN)-y (Interferon-y Release Assay); DL, — audhdysuoHas cnocoGHOCTb nerkitx no MoHooKkeuay yrnepopa; BITIY — BHYTpUrpyAHbIe MMdaTiyeckue

yanbl; JY - numcatnyeckue yansl; MPT — mMarHuTHO-pe3oHaHcHas Tomorpadus; IxoKI - axokapavorpacus; Ig — uMmyHOrnobynmH.
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KUM umMuTtaTopom» [1, 3, 62, 63]. B GonblnHCTBE cliyyaeB
CapKOUI03 UMEET BHYTPUTPYTHBIE ITPOSIBJICHMS.

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JI0OCTOBEPHOCTH J0KA3ATEIbCTB 5).

Juaenos capxoudo3 yctaHaBIMBaeTcs U OpMYIUPyeT-
Cs1 Bpa4YOM-TTyJIbMOHOJIOTOM MEIUIIMHCKOM OpraHu3aliu
2—3-10 ypOBHS MOCJIe IpoBeAeHus o0caenoBanuii. [Ipu
BO3HUKHOBEHUM CJIOKHOCTEI B yCTAHOBJIEHUS IMarHo3a
(B T. 4. Ip¥ BHETOPAKAIbHBIX JIOKAJIM3ALUSIX CApKOMI03a
WV TeHEPaJIM30BaHHOM BapuaHTe 3a00JIeBaHUsI) PEKO-
MEHIYETCS MPOBEAECHUE MEXIUCLIUIUIMHAPHOTO KOHCH -
JILyMa COOTBETCTBYIOLIMX CIICLIMAIUCTOB.

V neteit monoxke 5 et nuddepeHaabHyIO auar-
HOCTUKY PEKOMEHIYETCsI IIPOBOANTH C YBEUTAMU, MapO-
TUTAMM, APTPUTAMU U [MOPAXKEHUSIMU KOXK Pa3TUIHON
stuonoruu [1, 3].

YpoBenb yoenutebHOCTH pekoMenaaimii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 5).

NeyeHue, BKNKOYAA MeANKAMEHTO3HYH

! HeMeUKaMEeHTO3HYI0 Tepanuio, AueToTepanmio,
00e3b6o0nnBaHne, MeAULMHCKME NOKa3aHUs

! NPOTUBONOKA3aHUs K NPUMEHEHUI0 METOO0B
neyeHus

NexapcTBeHHas Tepanus

1lenvro neuenus capkoumo3a SIBISTIOTCS TIpeAyIIpeXKIeHIe
WU YMEHbILIEHUE TTOBPEXKIEHUSI, 00JerYeH1ue CUMITTOMOB
1 yJIy4IIIeHNe KauecTBa XXU3HY MTAlIMEHTOB. DTHUOTPOITHOM
Teparny CapKoOMI03a He CYIIeCcTBYeT. Bo Becex ciyuasx
PEKOMEHIYETCST COTTOCTaBICHNE HEOOXOIMMOCTHY Ha3Ha-
YEeHUsI JICUSHMS C TSDKECThIO TIOCSCTBUI OT TPUMEHEHHS
coBpemeHHo# 'KC-, uutoctaTnyeckoit uiau uogoruye-
CKOI («TapTeTHOIi») Tepanuu.

s Hauana akmueHoil mepanuu capKoudo3a peKomeH-
doearo Haruyue 08yX npu4UH — yrpo3a pa3BUTHUs HEI0CTa-
TOYHOCTH OPTAHOB U CUCTEM, YTpO3a XKU3HU WIIN TTOTePsI
Ka4yeCcTBa KU3HU, B OCTAJIBHBIX CIIydastX peKOMEHIYeTCsI
aKTUBHOE HabmoneHue, aabda-Tokodepos, MeHTOK-
cudwurH. Bee cyliecTByonme cXeMbl SIBJSIIOTCS pe-
KOMEHIATEIbHBIMU M B KaXKIOM CJIydae Jiedalluii Bpad
OGepeT Ha ceOsT 000CHOBAHHYIO 3HAHUSIMU OTBETCTBEH-
HOCTB 32 Ha3HaYeHHOe JieueHue. [1pn Mmopdomornaecku
BepUMULIMPOBAHHOM JMAarHo3e CapKoua03, OTCYTCTBUU
YTPOKAOIIETO JKU3HU COCTOSTHUSI, CHIDKEHUH (DYHKLIMI
OPTaHOB U CUCTEM, OUEBUIHBIX TAHHBIX 33 OBICTPOE IIPO-
rpeccupoBaHMe 3a00IeBaHUS PEKOMEHIYETCS aKTUBHOE
Habmogenue [1, 3, 64, 65]. D1o nnddepeHIMATBHBII
JIarHo3.

YpoBenb yoenuTeibHOCTH peKoMeHaammii B (yposenb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB 3).

dapMakoI0oru4ecKre Kjaacchl IpernapaToB, UCIOJIb-
3yeMbIX B Tepaliu capKoua03a, MpeacTaBieHbl B Ta0I. 3.

ITockoIbKy 9acTOTa CIIOHTAHHBIX PEMUCCHIT BBICO-
Ka, 0ECCMMNTOMHBIM MallieHTaM (IeTSIM 1 B3POCIIBIM)
C YCTAaHOBJICHHBIM TMarHO30M CapKOUI03 MPU OTCYTCTBUM
Pa3BUTHST HEJOCTATOUHOCTH OPTaHOB WJIM CUCTEM PEKO-

# ﬂeKapCTBéHHbIE CPEACTBA MPUMEHSAIOTCS HE B COOTBETCTBUM C HHCprKLl]/ICH K Ipenaparam.

** Bxomart ¢ ciucok «Ku3HeHHO HeoOX0MMBble M BaXHefilme JIEKAPCTBEHHBIC MPETapaThl».

Tabauua 3
Dapmaroaocuueckue KAaccol NPEnapamos, UCnoAb3yemolx
6 mepanuu capxouoosa

Table 3
Pharmacological classes of drugs used in the treatment
of sarcoidosis
(bapmakonoruyeckuit knacc Mpenapartbi
MNpeannsonoH*
crKC
MetunnpenHusonox*
AHTMMeTabONNUTHI #Merotpekcar**
#A3aTnonpun**
#MppoKCUXNopoXuH**
WmmyHopenpeccaHTbl #MukodeHonata modpeTun**
#leconyHomua**
#Luknodochamug**
#MeHToKCMUNANH*
WHru6utopsl TNF-a #Hdpnmkcumad**
#Apnanumyma6™
WHpomeTauuH
HectepounaHbie [uknochenak*™
NpOTUBOBOCNANNUTENbHbIE
1 NpoTMBOpeBMaTHyeckue npenapatsl | U6ynpodeH™
(npu HanuuMm GoneBoro cUHApPOMa,
cuHapome Medrpena) Huwmecynua
JropuKokcHd
WHrnbutope! npoTenHknHasb! Huntepann6™

#Anbtha-Tokopepona auerar

Butamunbl (BuTammH E)

Mpumeyanue: crKC — miokokopTUKOCTEPOUALI cCTeMHOTO AeitcTaust; TNF-a - chakTop Hexpo-
3a onyxony anbaa; # - nexapcTBeHHbIe CPEACTBA MPUMEHSIOTCA HE B COOTBETCTBIUM

C UHCTPYKLVeN K npenapaTam; ** — BXOAAT C CIMCOK KM3HEHHO HeobXonuMble v BaxHelLLMe
nekapcTBeHHbIE Npenapariy.

Note: #, off-label use; **, are included in the list of “Vital and Essential Medicines”.

MEHJyeTCsl aKTUBHOE HAOJIOIEHUE C OLIEHKOI COCTOSTHUS
yepe3 3 mec. [1-3].

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTebCTB 5).

B3pocibiM nanmeHTamM ¢ 6eCCUMITOMHBIM TeYeHUEM
1 0e3 (PYHKIMOHAIBHBIX HApYIICHU B KaUeCTBE aJlbTep-
HATUBbI MOXET ObITh PEKOMEHIOBAHO Ha3HAYeHUe #allb-
da-Toxodepoa amerata 200 MKT 2 paza B CyTKM HE MEHee
6 Mec. WM puMeHeHue #anbda-Tokodepoa aleTrara
200—400 MKT 2 pa3a B CyTKH B COUCTAHUU C #TIEHTOKCU(DUII-
JmHOM** B cyTouHOM 103e 400—2 000 MKT (B 3aBUCUMOCTH
OT MePeHOCUMOCTH) He MeHee 6 Mec. PUCK HexkeltaTeTbHbIX
peakiuii Ha #reHToKCuDUITMH** cpennuii [ 1, 66].

YpoBenb yoenuTeIbHOCTH peKoMeHaammii B (yposeHb
JIOCTOBEPHOCTH JI0KA3aTeJLCTB 4).

[MIOKOKOPTUKOCTEPOMALI CUCTEMHOTO AENCTBUA
Y nauueHTOB ¢ MPOrpeccupyroluM TeyeHUueM 00JIe3HU

(KpUTEpUU TIPOTPECCUPOBAHUS CM. BBILLIE) MO JAHHBIM
PEHTTEHOJIOTMYECKOTO U (DYHKIIMOHAJIBHOTO MCCIIENO0-
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BaHus npixanus cI'’KC B kauecTBe npernapaToB IepBOii
JIMTHUY PEKOMEHIIOBAHBI TOJIBKO TTPU BEIPAXKEHHBIX CHM-
IITOMAX YUIM BHEJICTOYHBIX MTPOSBICHUSIX, HAPYIIAIOIINX
(GyHKIIMIO opraHa, WIN pa3BUTUHU [upus pernio, yrpose
JKM3HM WM PE3KOM CHUKEHUM KauecTBa >XKU3HU. Puck
HeXeJlaTeJIbHBIX SIBIICHUI BhICOKMI. Ha3zHaueHme B3poc-
JIBIM TIPeTHU30JI0HA™* (MJTM 9KBUBAJICHTHOM TO3bI IPYTOTO
cI'KC) pexomeHmyeTcst eskeMTHEBHO YTPOM per 0S B HaYallb-
Hoii no3e 20—40 mr B cyTku B TeueHue 4 Hen. (0,5 Mr / KT),
3aTeM J03a CTYIIeHYaTO CHUXKAETCS MO 5 MT B MeCSI]
0 MUHUMAJIBHOM TTOIIep>KMUBAIOIIEH 1036, IPUHUMAC-
Moi1 B TeueHue 12—24 mec. YUepes 3 Mec. oT Havaa jieue-
Hus Heobxonumo oueHuThb 3 ekt cI'’KC. Ecnu adpdekra
HET, CJIeayeT TepeiTH Ha aJbTepHATUBHYIO Tepanuio |1,
3]. Ins meTeit JedeHre COCTOUT U3 TIePOPATIBHOTO TIprieMa
npeaHu3oiaoHa** (wmm npyroro cI'’KC B a3kBMBaJIeHTHOM
J103€), TIepBOHAaYaIbHO — Ha CTapTe Tepanuu — 1—2 Mr / KT
Macchl Tejla B CYTKU B TeueHue 4—8 HeJl., ocie Yero 103y
MIPeTHU30JI0HA™ CIIeMyeT ITOCTETIEHHO CHIKATh B TCUCHHUE
2—3 Mec. (110 2,5—5 Mr ¢ UHTEpBaJaMu 3—5 IHEN) 10 co-
OTBETCTBYIOLIEN TTONIEPXKUBAIOLIEH OO3bI, T. €. CAMOW
HU3KOM J03bI, C TOMOIIBI0O KOTOPOU KOHTPOJIUPYETCS
aKTUBHOCTh 3ab6osieBaHusi (06b19HO — 0,3—0,6 Mr / KT
MacChI TeJIa B CYTKHU); MOIACPKUBAIOIIAS 1032 YACTO CO-
crapisieT 10—15 mr B cytku [1, 3]. [IpumMensiBimecs: paHee
WHTSPMUTTHUPYIOIINE PEXKUMBI HE UMEIOT TIPEUMYIIIECTB
B 39((HEKTUBHOCTU U G€30IMaCHOCTH, MO3TOMY HE MOTYT
OBbITh PEKOMEHIOBAHBI.

YpoBeHb yoeaureabHOCTH pekoMeHaamuii B (yposenn
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

Kommenmapuu. YoenurtesibHble JaHHbIE, JOKa3blBa-
fomue, yto nmpu npuMmeHeHun cI'KC yny4diraercs oT-
JaJleHHBIN MPOTHO3 XKU3HU MallMEHTOB ¢ CAPKOUI030M
1 YMEHBIIIaeTCs BEPOSITHOCTh pa3BUTUS (HUOpo3a, OT-
cyrcTBytoT. ClieyeT ITOMHUTD, YTO BO3MOXHA pedpak-
tepHocth K cI'KC [1, 3, 4, 67, 68]. INpumenenune cI'KC
MOXKET COMPOBOXKAATHCS CEPbe3HBIMU HEXeJaTeTbHBIMU
SIBICHUSIMU, TAKUMU KaK MOBBIIIEHUE apTePUaTbHOTO
JaBJICHUSI, YPOBHS caxapa B KPOBU, YBEIMUCHNE MACCHI
TeJjla, OCTEOITOPO3, Pa3BUTHE HANIIOYCYHUKOBOM HEIO-
cratrouHocTu [1—3].

IIpekpamenue nevenus. [Tpenapatel cI'KC cnenyer
MMpUMeHATh He MeHee 10—12 Mec., pUCK pelIuanBa BO3-
pacTtaeT K 6—36-My MecsIIly Mocjie TpeKpalieHus Te-
panuu, 0COOEHHO Y MAallMEeHTOB ¢ XYAIIUM MTPOrHO30M
u notpedHocThio B cI'’KC B MOMEHT yCTaHOBJIEHUST 11 -
arxosa. O IMoJTHOM peMUCCHUM 3a00JIeBaHMS MOXKHO TOBO-
PUTH TOJIBKO Yepe3 3 rofa mocje MpeKpalieHus Teparu.
ITpu orcyrcTBNYM 3(pdeKkTa oT JeueHus yepes 3—6 Mec.
U TIPY TIPOTPECCUPOBAHUH BaXKHO TTEPECMOTPETh IUATHO3,
HUCKITIOUNTh MH(PEKIIMOHHYIO, B OCHOBHOM TYOECPKYJIe3-
HyI0 Tipupony usMeHeHuii. [1pu peruauBe capkonmosa
nocjie moyiHoueHHoro Kypca cI'’KC pekomeHa0BaHbI Tpe-
rmapaThl BTOPOI JIMHUU, CPEAN KOTOPBIX TIPEAITOYTCHIE
oTmaeTcs MetoTpekcarty [1, 3, 67, 68].

WHeansayuoHHbIe 2moKoKopmMuKoCcmepouds
Nuranaiumonnsie [KC (uI'’KC) B ieyeHun capkougosa

HE PEeKOMEHIYIOTCSI B KAYeCTBE OCHOBHOI Teparuu, I10-
CKOJIbKY CapKOUI03 SIBJISIETCS CUCTEMHBIM, a HEe TOJIbKO

sierouHbiM 3a6osneBanueM; UI'KC MoryT ObITh Ha3HAYEHbI
MpU BbIpaXKEHHOM KalllJleBoM cuHapowme [1, 3], a Takxke
IIpY capKouao3e ropTany [1, 3].

VpoBennb yoeaurenpHocTn pekomenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTebCTB 5).

#MeroTpekcat**

#MetoTpekcar** (MTT**) — cTpyKTypHBI aHTaro-
HUCT IUTUAPOodOIaTPpenyKTa3bl — PEKOMEHIYETCS AETSIM
1 B3POCITIBIM B Ka4eCTBE TEPAITMKU BTOPOI JIMHWUY TIPU ped-
paktepHocTH K cI'’KC, ipu MOGOYHBIX peaKIusX, BbI3BaH-
HeIx c['KC, KaKk cpeacTBo CHUKEHUS MX O3Bl 1 JICUCHUE
MepBOUl JMHUU B BUAE MOHOTEpANIMU WJIM KOMOMHAILIUN
¢ cI'KC npu BepuduiLimpoBaHHOM capkoujao3e. Peko-
MEHIOBaH IIpreM BHYTPb B o3¢ 10—15 Mr 1 pa3 B Hene-
0. O6agaeT TepaToreHHOCTBIO, IPOTUBOIIOKA3aH TIPU
OepEMEHHOCTH.

YpoBeHb yoenuTeIbHOCTH pekoMeHaanmii B (ypoBeHn
JI0CTOBEPHOCTH JI0KA3ATENLCTB 3).

OnHoBpemMeHHO ¢ mpueMoM MTT** pekomeHayeT-
cs1 TIpYeM BHYTPb #(oMeBoit KUCTOTHI** B 103€¢ 5 Mr
1 pa3 B Hezesmo uu 1 MT eXXeHEBHO (He paHee YeM yepe3
24 g mocie ipuema MTT**), IuTeTbHOCTD Tepariy —
> 6 mec. [69—71].

YpoBeHb yoeauteabHOCTH pekoMeHaammii B (yposeHn
JIOCTOBEPHOCTH J1I0KA3aTeJIbCTB 3).

#AzaTmonpun**

#A3aTUOTIpUH** peKOMeHAOBaH AJs MallUeHTOB
¢ 3-JIeTHero Bo3pacrta B KauecTBe Iperapara BTOPOii Ju-
Huu B 103¢ 100—200 Mr B CyTKM B TeU€HME He MeHee 6 Mec.
HexenarenbHble siBIEHUS TIPOSIBISIIOTCS TEIaTOTOKCUY -
HOCTBIO, JIelKOMeHuel, pa3BUTUEM UH(MEKIINIA, TTOBbI-
IIEHUEM pUCKa pa3BUTHUS TUMGbOMBI U eiikemuu [1, 3].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENbCTB 5).

#Jledaynomun**

PexoMenmoBaH mmiiam ¢ 18 jret Kak mperapaT BTO-
poii muHuM B 1o3e 10—20 mMr B cyTKH, 3 PEeKT HACTyIaeT
He paHee 3 Mec. OoT Hauvayna npuema. Ob6nagaer TepaTo-
T€HHOCTbIO, TPOTUBOIIOKA3aH Npu bepeMeHHocTH [ 1, 3].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATEIbCTB 5).

#Muxkodenosara moderna**

Pexomennyercs nuiam ¢ 12 net (Toromanb Tejia —
1,25 m?), HaunHas ¢ 500 Mr 2 pasa B IeHb, 3aTEM 103a yBe-
JymunBaetcs 10 750—1 000 mr 2 pasa B aeHb [ 3, 64, 67] kak
MpenapaT BTOPOI JIMHUM TPU CapKOUIO03€ JIETKUX; TIPU
CapKOMI03¢ KON — B BUIE MOHOTEPAIIUU 1 B COUCTAHUM
¢ cI'KC [1, 3]. #MukodeHonaTa MopeTI** y KaXkoro
5-T0 MalMeHTa MOXET BbI3bIBaTh TOLIHOTY, TUapelo, Jek-
KOTEeHUI0, TTOBBIILIEHNEe pucKa uHdekuuii [1, 3].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJLCTB 5).

#1Iuknodochamua**

PexoMmeHIoBaH Kak Ipernapar BTOPOit JIMHUY (IeTSIM
U B3POCJIBIM) IIPU MTOJIMOPTAaHHOM MOpPaXkKeHUM U ped-
PaKTEpPHOCTH K ApyruM npenaparam B 1o3ze 500—1 000 mr
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BHYTpUBEeHHO Kaxnabie 3—4 Hen. [1, 3]. Cpenu Bcex uM-
MYHOJIETIPECCAHTOB MPY CAPKOUI03e HanboJIee 4acTo Co-
IIPOBOXIAETCS Pa3BUTUEM MHMEKLIMOHHBIX OCTIOXHEHUIA.

YpoBensb yoeaurensHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB 5).

#luapokcuxnopoxun™*

PexoMeHnmoBaH Kak mperapaTr BTOPOU JIUHUU MPU
KOXXHOM U HEBPOJIOTUYECKOM CApKOUI03€, TUIEePKab-
LIMEMUU, a TAKXKe TIPU CAPKOUI03€ JETKUX B CydasX,
pedpakTepHBIX K IpyruM Buaam Tepanuu. #[ mapokcu-
XJIOPOXUH** paspeliieH ¢ 6 jeT, HaunHas ¢ 10361 B 400 Mmr,
KoTopast MOXeT ObITh cHMKeHa 10 200 mr B cytku. Kypc
JedeHust — 6—12 mec. Puck peTuHONaTUM 3aBUCUT OT CY-
TOYHOW MO3bI U TPOIOJIKUTEIBHOCTU TTpuMeHeHust. OT-
HOCUTCS K Tpernaparam, yaauHsomuM uarepsai Q7
pEKOMEHIYeTCsl PEeTYSIpHBINA 31eKTpoKapauorpaduye-
ckuit MOHUTOPUHT uHTepBaia Q7. [IpoTuBONOKa3aH Mpu
6epemenHoctu [1, 3, 72].

YpoBensb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJNbCTB 5).

#Ilenrokcudummn**

PexomeHmyeTcst B3pOCABIM MallMeHTaM B KauyeCcTBe
HavyaJbHOU Tepanuu Mpu MaJOCUMIITOMHOM T€YEHUU
capKou03a 1 Ha 3aBeplIarolleM dTare npy MOoCTeeHHOMN
otMeHe c['KC. BiausHue rmeHToOKCM(pUUIMHA Ha TTIOBpe-
JKICHUE B JIETKMX ITOKA3aHO B KCIIEPUMEHTAX 3a CUET UH-
TMOMPYIOIIEero BO3AEMCTBUSI HA OKMCIUTENbHBIN CTpecc,
TUINOKCUIO U ayTodaruto. OH JOCTOBEPHO CHUXKAET YPOB-
H1 TNF-a n C-peaktuBHOTO O¢Ka. PekoMeHmyeTcs
B coueTaHMU ¢ #BUTaMuHOM E M B BUIe MOHOTepanuu
B 1o3e 400—2 000 mr B cytku [1, 73, 74]. HexxenarenbHbie
SIBJIEHUSI B BUJIE PACCTPOMCTB CO CTOPOHBI XKETYTOUHO-KH1 -
IIEYHOTO TPaKTa, C1a00CTH, TOJIOBHOI 00T, HAPYIIICHUIA
CHA HOCHT HETSKEJIbIN, NHOTAA TIPEXOASAIINNA XapakTep,
yale pa3BUBaIOTCS B MIEPBbIN MECSIL €T0 MPUMEHEHMSI.

YpoBeHb yoenuTeibHOCTH peKoMeHaaimii B (yposenb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 3).

HecTtepouanbie NpOTMBOBOCHAIMTE/IbHbIE H TIPOTHBO-
pPeBMATHYECKHE MPENapaThl

PexoMeHIyrOTCS KaK IMPOTUBOBOCITAJTUTETLHEIC aTreH-
TBI IIPU OCTPBIX (hOpMaxX capKoMIo3a M / WK apTPUTax
IPY HaJIMYMU BBIPAXKEHHOro 00JIEBOTO CUHAPOME B Kaue -
CTBE CUMIITOMAaTHYECKMX CPEICTB, TO3MPYEMBIX COTJIac-
HO MHCTPYKIIUH K COOTBETCTBYIOIIEMY JICKAPCTBEHHOMY
npenapary [1, 3].

YpoBenb yoenutebHOCTH pekoMennaimii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 5).

#Anbha-Tokodepona anerat (Buramun E)

PexomeHyeTcst B3pOC/IbIM MallMeHTaM Kak Ipernapar
TIepBOIl TMHUK TIPU OECCUMIITOMHOM U MaJIOCUMIITOM -
HOM TeYeHMHU CapKouao3a 0e3 HapylleHuil (pyHKIUN
OPraHoOB M CHCTeM. DMIIUPUYECKHU MOoI00paHHas 103a
#eutamuHa E — 200—400 Mr B cyTKM — TIoKa3ana ceos
3¢ dEeKTUBHBIM 1 6€30TTaCHBIM METOIOM JICUeHHS] BHOBb
BBISIBJICHHOTO CapKOMI03a 0e3 BEIpaXKeHHBIX IIPU3HAKOB
nporpeccupoBanus [1, 3, 75]. [IpenapaTt pekoMeHIOBaH
OITHOBPEMEHHO C IPYrMMHU Tpernaparamu, B T. 4. c['KC,

JUTSI CHUKEHUST OKCUIATUBHOTO cTpecca. Bo3MoXHBI aji-
JIEPTUYECKUE PEaKIIUU.

YpoBenb yoenuTeibHOCTH peKoMeHaammii B (yposeHb
JIOCTOBEPHOCTH JI0KA3aTeJLCTB 4).

Wreubumopsi ghakmopa Hekpo3a onyxonu-anba

He pexoMeHmytoTCs U1 MIMPOKOTO KIMHUIECKOTO TIPU-
MeHeHus. Uaruoutopsl TNF-a (#uHdaukcumad™*
u #aganumymao™*) paccMaTpuBalOTCSl KakK MpenapaThbl
TpeTheil TMHUU TIPU JIETOYHOM capkonno3e. [Ipenapatsl
STOW IPYIIIBI CAMU MOTYT ObITh MPUYMHON Pa3BUTHS cap-
KOUIHOM peakiuu |3, 76].

Yposenb yoenutebHOCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

Anmugpubpomuyeckas mepanus

PexoMeHmyeTCs TOTbKO B3pOCIBIM TTPY HApACTAHUU PECTIH-
PaTOPHBIX CUMIITOMOB, TIPOTPECCUPOBAHUN (DMOPO3HBIX
n3meHeHuit pu KT-uccnenoBanum nerkux (TpakLiMOHHbIE
OPOHXOKTa3bl UJIU «COTOBOE JIETKOE» ), YXYAIIEHUU (PyHK-
LIMOHAIBHBIX TIOKAa3aTesicii B TeueHre 1 roga HaOMoneHIS
(abcomoTtHoe cHikeHne MXKEJ > 5 % u aGcomoTHOE
cHmkenune DL, (¢ monpaBkoii Ha ypoBeHb FeMOTTIOOMHA)
> 10 %) v popMUpOBaHUY JIETOYHOM THMepTeH3un [77].
JlokazaTenbHast 6a3a 3(pPeKTUBHOCTU TIPUMEHEHUSI HUH-
TegaHnoa** mmpu (puOPO3UPYIOIIEM CapKOUI03e OrpaHU-
yeHa. OrpaHUYeHHbIC JIETOYHbIC (PUOPO3HBIE U3MEHEHMSI,
He HapacTalollre ¢ TeUeHUEM BPEMEHU, He SIBJISTIOTCS 110~
Ka3zaHUEM 1T aHTU(PUOPOTUIECKOI TepaITii.

VpoBennb yoeaurenpHocTn pekomenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

AhepeHTHbIE MeTOAbI Tepanuu

ITlhazmaghepe3 peKOMEHIYETCS TTPU XPOHUYECKOM CapKO-
unose, peppakrepHoM Kk cI'KC [1].

Yposenb yoenutenbHocTH pekoMennaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJbCTB 5).

Drcmpakopnopanrvhas mMooupukayus Aumpoyumos
kposu (MMMyHodapMakoTeparus) cocoOCTBYeT 10~
CTIDKEHUIO PEMHUCCHUH Y TIAIIMEHTOB HamboJee TSKeI0i
KaTeTOpH1H.

Ha xypc npoBoasitcst > 2 npouenyp ¢ 10-AHeBHBIM
MepepbIBOM MexXay HUMHU [1].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJILCTB 5).

TpaHcnnaHTauus

Tpancnaanmayus neekux peKOMEHIYETCs TPU TEPMUHAIIb-
HBIX CTaAUsIX capkouao3a jgerkux (ctagus IV, nerounbrit
¢uodpo3s) [1, 3, 78].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JI0CTOBEPHOCTH JA0KA3ATEIbCTB 5).

ﬂpyme MeToAbl NevyeHuns

Hoixamenvuas Hedocmamounocms. BpoHXoIUTHYECKAS
Teparnusi MOXeT ObITh PEKOMEHI0BaHa TOJIbKO P T0Ka-
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3aHHOM OpPOHX000CTPYKTUBHOM cuHApome. [Tpu capko-
W103€, OCIIOXKHEHHOM JIbIXaTeJIbHOI HeJ0OCTaTOYHOCTHIO,
HaJIWYNU OTPAHUYMNTEIBHBIX HAPYIICHUM BEHTWIISIIIUT
U IecaTypaly peKOMEHIYeTCs HU3KOIMOTOYHAST OKCH -
TeHalusl, a B TSKEBIX CyJasix — HEeMHBa3MBHAsI BEHTH -
JISILAST JIETKUX IO JOCTYDKEHUSI CaTypaliii KPOBY KHCITO-
poaom > 90 % [1, 3].

YpoBennb yoeaurenpHocTH pekoMeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

Jlecounas eunepmensus. Tlpu capkongo3e, OCIOXHEH-
HOM JICTOYHOI TUTIEpTeH3MEH, He CBSI3aHHOI ¢ THIIOKCe-
MUEH, peKOMEHIYeTCs Ha3HAYeHME TaKKUX IIPETapaToB, Kak
WUJIOTIPOCT, 003eHTaH** 1 cuneHadua (C OCTOPOKHOCTHIO
C IOKa3aHHOU 1 MpeArojaraeMoil OKKJII03MOHHOM BEHO-
matueit) [1, 3, 20] B COOTBETCTBUM ¢ KIIMHUYECKUMU PEKO-
MEHOALMSMU 10 JIETOYHOM apTeprUaIbHOU TUIIEPTEH3UM.

YpoBenb yoenutebHOCTH pekoMennaimii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB 5).

Hemedukamenmosnvie memoodsl neverus BKIIOYAIOT
B ce0sT IIPOTrpaMMBbI TIOBBIIIIEHUST (PU3NUIECKOI aKTUBHOCTH
MalMeHTOB B 3aJlax 1 0acceitHax, ob1Ire mporpaMmMbl pu-
3WYECKON U TICUXOJIOTUIECKON peadbINTallNM, 3aHITHS
B TpYyMIIaX MOIACPKKY MAIIMEHTOB, MYIbTUIACIIUIUIIHAD-
HBIE TIPOTPAMMBI T10 JICYCHUIO OOJIM U HApYyIICHUI CHa,
KOHCYJIbTallMM 1 HabaoneHue ncuxosnora [1, 3].

YpoBenb yoenutebHoCTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

Pazepysouno-ouemuueckas mepanus NOKA3aHa nayueH-
mam Ha paHHux cmaousx capKkouoosa npu HAAuvuu oxcupe-
Hus [1,79].

Yposenb yoenutenbHocTH pekoMennaimmii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB 5).

MeavumHckas peabunurauus 1 caHaTOpHO-KypopTHOE
nevyeHve, MeaMLMUHCKUE NOKa3aHuA

! NPOTMBONOKA3aHMs K NPUMEHEHUI0 METOL0B
MeAULMHCKOU peabunutauum, B T. Y. OCHOBAHHbIX

Ha UCNONb30BaHUM NPUPOAHBIX NeYebHbIX (hakTopoB

YTBepkaeHHOI 1 MPOBEPEHHOM MPOrpaMMbl MEIULIMH-
CKOI1 peabMIMTallMu MAalMeHTOB C CApKOUI030M He pa3-
paboTtaHo. PekomeHayeTcst coxpaHeHHe MaKCUMaJIbHO
BO3MOXXHOI (pr3MyecKoi akTuBHOCTH [1—3, 29].

YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 3).

Mpodmnaktuka u aucnaHcepHoe HabnoaeHue,
MeAMLIMHCKNE NOKa3aHUA U NPOTUBOMOKa3aHMS
K NPUMEHEHNI0 METOAOB NPOUNaKTUKK

Pexcum ducnanceproeo HabawoeHus 3a TTALIMEHTaMU C cap-
KOMI030M OIPEAE/ISIeTCS BpaYOM MHAMBUAYAIbHO B 3aBU -
CUMOCTH OT TeUeHUs 3a00jieBaHUsI, 00beMa MOPaKEeHUsI
1 HAJIMYMST OCJIOKHEHUIA.

Ilopsdok ducnancepusayuu npedrodicen asmopamu 0aH-
HbIX peKOMEHOayUIl.

BriepBbie BhISIBIEHHBIM TAaLIMEHTaM B 1-i1 rog 60y1e3H1
U TIPU COXpPaHEHWH aKTUBHOCTH IIpoliecca PeKOMEHIIO-
BaHO HaOJIOfAeHUEe KaxXIble 3 MeC., IPU CTA0WIM3alUK
rpoliiecca Bo 2-1 rof — Kaxible 6 MecC., B OC/eaYIOIKe
roabl — 1 pa3 B roj.

[Tpy HanMUUK PEeUMINBOB PEKOMEHIYEMbBIN PEXUM
HaOMIOAeHUST — Kaxble 3 MeC. B TeueHue 2 JIeT, B Iocie-
IYIOIIME TOMBI TIPY CTAOMIM3alu — 1 pa3 B TOII.

B ciygae mporpeccupymoInero TeueHus peKOMeHIy-
eTcs HabMoJeHre Kaxkabie 3 MeC. B TeueHue 2 JIeT, 3aTeM
[pY CTAOMIM3ALMU TIPOLECCA — KaXIble 6 MEC. B TEYEHUE
2 1eT, 3aTeM — 1 pa3 B Tof.

JlucnaHcepHoe HabJIloeHEe He UCKIIIOUAaeT aKTUB-
HBIX BU3UTOB MAalIMEHTA MPU YXYILIEHUU COCTOSIHUS WU
Pa3BUTUH HEXKeJIATEIbHBIX SBJICHUI TIPH ITPOBEACHUMN
JICYCHMUSI.

[MareHTHI ¢ cCapKOMIO30M ITOIJIEXKAT METUITTHCKOMY
HabJI0eHUIO TTOXXM3HEeHHO [1—3].

Yposenb yoenutebHOCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB 5).

OpraHu3auus okaszaHus MEAVLIMHCKOW NOMOLLM

ITlokaszanus 0 eocnumanusauuu 8 MEOUYUHCKYI0 OpeaHl-
3auur:

* [JJaHOBAs TOCTIUTATIM3ALMS TTALMEHTOB C CAPKOUIO30M
MoKa3aHa Ha 3Tare MepBUYHOM KOMIUIEKCHOM, B T. 4.
WHBA3WBHON, TMaTHOCTUKH, IJIs TT0A00pa HaYaIbHOU
Teparmu;

* OKCTPeHHas 1 / WU HeOTJIO0XKHasl TOCTIMTaIU3aLIMsI 110~
Ka3aHa MaleHTaM C OCTPBIM ITPOTPECCUPYIOIINM cap-
KOMIO030M M Pa3BUTHEM OCJIOXHEHMH (IbIXaTeIbHAS
HEI0CTaTOYHOCTh, HAPYIIICHUS PUTMA CepAlla) M MHBIX
COCTOSTHU OOILHOTO, TIPU KOTOPBIX TPEOYIOTCS HEOT-
JIOXXHEBIE JIEUeOHO-TUAarHOCTUICCKIE MEPOITPUSITUS
1 / WIN KPYIJIOCYTOYHOE HAOTIOACHNE IJIST OKa3aHUS
HEOTJIOXHOU MOMOIIM 1 MPOBEICHUE NMHTEHCUBHOM
Teparuu.

B GosbiiMHCTBE cyyaeB HaOJIOAeHWE U JIeUeHUE Ta-
IIMEHTOB C CAapKOWI030M ITPOBOIUTCS B aMOYIaTOPHBIX
ycnoBusx [1, 3].

Ilokaszanus K évinucke nayuenma u3 MeOUyUHCKOU op-
2aHU3ayUuU:

* 3aBepIIeHUE TUATHOCTUIECKOTO MPOIIecca M YCTAaHOB-
JICHVE KJIMHUYECKOTO INarHo3a;

* Ha3HAYeHMUE JICYEHUS C YIeTOM KIMHUYECKOTrO auar-
HO3a, COCTOSTHUS TTallieHTa, 0COOCHHOCTEM TeUeHUS
3a00JIeBaHUSI, HAJIMYUS COMYTCTBYIOIINX 3a00JIeBa-
HUI1, OCTIOXXHEHMIT 3a00JIeBAHUS Y PE3YIBTATOB ITPO-
BOJMMOTO JICUCHUSI;

* IOCTUTHYTA KOMIIEHCAIIUS OCTPOTO COCTOSTHUS
U OCITOXKHEHUI capKOMI03a, KOTOPHIE SIBJISIACH TIPH-
YMHO rocnutanu3anuu [1, 3].

[ononHuTenbHas MHGopMaLKaA (B T. Y. (hakTopbl,
BNMAIOLLME Ha UCXOA 3a00NEBaHNS UNKU COCTOSHUA)

Kpurtepuu olieHKM KauecTBa MEIUITMHCKOUN MOMOIIN
MPUBEACHHI B Ta0. 4.
JononHuTenbHast H(MOPMAIIMS OTCYTCTBYET.

BakuuHauus
HaLII/ICHTbI C CapKONI030M OTHOCATCA K I'pyIlIie UMMYHO-

KOMITPOMETUPOBAHHBIX, IIPY 3TOM C LI€JIbIO IPEIOTBpa-
IIEHUs / YMEHbBIIEHUSI BEPOSITHOCTHU TSKEIOT0 (OCTIO0X-
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Tabauua 4
Kpumepuu ouyenxu xauecmea MeOuyuUHCKOU nomMousu
Table 4
Criteria for assessing the quality of medical care
Ne Kputepun kavecta OueHKa BbINOMHeHMs
1 BbInonHeH nepBuYHbIA 0OCMOTP, BKNtoYas coop kanob, aHamHe3a GonesHn U Xu3HM, 06N (u3NKanbHLIA 0CMOTp [a/ Het
2 BbinonHeHa nynbcokcumeTpus [a/ et
3 BoinonHeHa 063opras Pl OT'K B npsimoii 1 npaBoi 60KOBOW NpoeKLmMu [la/ Het
4 BbinonHeHo uccnegoBaHne HECNPOBOLMPOBAHHbIX AbIXaTeNbHbIX 06LEMOB 1 OTOKOB (CIMPOMETPMS) [a/ Het
BbInonHexb!:
* 0L (KNMHWYECKMIA) aHanU3 KPOBM Pa3BepHYThIN
* onpepeneHme akTMBHOCTY anaHMHaMUHOTpaHcepasbl U acnapTaTaMuHoTpaHcdepasbl B KPOBK
° * MCCNeAoBaHMe YPOBHSA 0OLUEro KanbLyus B KPOBYU U YPOBHSA KanbLys B Moye flalwer
* UCCNeAoBaHMe YPOBHA KpeaTMHUHA B KPOBM
* uccnepnoBanue yposHs AM® B kposu
6 BoinonHeHo Y3W ceneseHku 1 nevenu, nepudiepuyeckux JY ¢ ykasaHuem ux pasmepoB, NoYeK U LMTOBUAHOM Kenesbl [a/ Het
7 BuinonHexa KT OrK [a [ Het
8 MpoBepeHa VIMMYHOBMArHOCTVIKA — BHYTPUKOXHas npoba ¢ Ty6epKynesHbIM annepreHoM pekoMoMHaHTHBIM unu IGRA-Tect Lla/ Her
(kBaHTMchepoHOBBI TecT unu ELISPOT)
9 | MpoBeneHa perucTpauus anekTpokapanorpammbl lla/ Het
10 | MpoBeneHa oueHka o6wmx IgA, -M, -G npu BbisiBNEHNM (MCkNtoYeHKe — o6Las BapuabenbHas MMMYHHas HeA0CTaTOYHOCTh) [la/ Het
1 OchopmneHo 060CHOBaHUE KNMHMYECKOTO (MpeaBapuTENLHOTO) AUarHo3a, COCTaBMeH NnaH 06cnefoBaHus 1 onpegeneHa fla/ Her
TaKTUKa BeAeHWs NauvMeHTa (akTMBHOe HaBmniofeH e Unu neyenue)
12 Mpy 3aTpyAHEHUN YCTaHOBNEHMS KNMHUYECKOTO AUarHo3a v TakTUKV BeAeHUs NpoBeeHa BpayebHas KoMuceus (KOHCUnuyM), Ta ! ver
[ANA onpepeneHns HeobxoAUMOCTH M MeToAa Nomy4eHus G1onTara U FMCTONOTMYECKOTO NOATBEPKACHNS, TAKTUKN NeYeHNs
13 | [ocTUrHyTO ynyuLueHre UnK CTabUnM3aums COCTORHNA NaLueHTa lla/ Het
14 OcyLecTBneHue AUCNaHCEPHOTo HabNoAEHNS B YCTaHOBNEHHOM Nopsiake ¢ COBNoAeHNeM NEPUOANYHOCTM W ANUTENbHOCTH T llHer
[LMCNaHCEPHOro HabnoaeHns

Mpumesanve: OTK - opraHb! rpyaHoi kneTku; AN — aHroTeH3uH-npeBpaLLatoLyii epmenT; Y3) - ynbTpassykosoe 1ccnenosakme; Ig — uamyHornobynis; KT - komnbtotepHas ToMorpachus;
IGRA-TecTbI - nabopaTopHble AUarHoCTUYEeCKie TECTbl, 0CHOBaHHbIE Ha BbicBOBOXaeHUM uHTepdepona (IFN)-y (Interferon-y Release Assay).

HEHHOTO0) TeUeHUs] MH(MEKIINI BaKIIMHALIS TTPOBOIUTCS
TUIAaHOBO, KCTPEHHO, TaK Xe, KaK U IMTOCTKOHTAaKTHasl,
KOTOpasi TPOBOIMUTCSI B COOTBETCTBUU C HAILIMOHAbHBIM
KaJeHaapeM ITpod@UIaKTUIeCKNX TPUBUBOK U KaJIeHIa-
peM TTpoPUIAKTUIECKUX TTPUBUBOK TT0 STTHUACMIIECKIM
noxka3anugaMm (ITpuka3z MuHMCTEpCTBA 30paBOOXpaHEHUS
Poccuiickoit @enepatiu ot 06.12.21 Ne 11221 «O6 yT-
BepKIECHUY HALIMOHAILHOTO KaJleHAaps MpoduiakTiye-
CKUX TIPUBUBOK M KajeHAaps MpOoPUIaKTUICCKUX TIPU-
BHMBOK IT0 SITUIEMUYECCKUM TTOKa3aHUSIM»; METOIMYECKIE
ykazanusg MY 3.3.1.1095—02 «MeauuuHcKue mMpoTUBO-
ITOKa3aHUs K TTPOBEICHUIO MPOMIITAKTHIECKIX TTPUBUBOK
IperapaTaMy HaIlMOHAJIbHOTO KaJleHIapsT IPUBUBOK» )
1 IPYTUMU HOPMaTUBHBIMU JOKYMEHTaMU MUHUCTEPCT-
Ba 31paBooxpaHeHus Poccuiickoit @epepaliuu ¢ y4eTOM
nepuoza 3adojieBaHus U noayyaeMmoit Tepanuu [80].

Nutepatypa

1. Busenb A.A., pea. Capkounnos. Cepust MoHorpaduii Poccuiickoro
pecniupaTopHoro ooiectsa; Yyyanun A.T. (1. pea. cepun). M.:
Armocdepa; 2010.

2. Statement on sarcoidosis. Joint statement of the American Thoracic
Society (ATS), the European Respiratory Society (ERS) and

the World Association of Sarcoidosis and Other Granulomatous
Disorders (WASOG) adopted by the ATS Board of Directors and by
the ERS executive committee, February 1999. Am. J. Respir Crit. Care
Med. 1999; 160 (2): 736—755. DOI: 10.1164/ajrccm.160.2.ats4-99.
Bonella F., Culver D.A., Israél-Biet D. et al. Sarcoidosis. Shef-
field: European Respiratory Society; 2022. DOI: 10.1183/2312508X.
10031020.

Rossides M., Kullberg S., Arkema E.V. History and familial aggre-
gation of immune-mediated diseases in sarcoidosis: a register-based
case-control-family study. Chest. 2024 166 (5): 1082—1092. DOI:
10.1016/j.chest.2024.05.014.

Patasova K., Chuguima O., Kullberg S. et al. Sarcoidosis shares sus-
ceptibility loci with autoimmune disorders and cancers. Eur. Respir. J.
2024; 64 (Suppl. 68): PA2490. DOI: 10.1183/13993003.congress-2024.
PA2490.

Busenb A A., Buzenb W.1O. Capkonios u nHtepdepoHbl: 3BEHbs
rnaroreHesa u stporenust. [lpaxkmuueckas nyasmoronoeus. 2017; (1):
46—50. loctynHo Ha: https.;//atmosphere-ph.ru/modules/Magazines/
articles/pulmo/pp_1_2017 46.pdf

Garcia Rédenas M.D.M., Gaya Garcia-Manso 1., Garcia Sevila R.
[Sarcoidosis associated with Interferon beta treatment]. Med. Clin.
(Bare.). 2019; 153 (5): €21-22. DOI: 10.1016/j.medcli.2018.11.021.
Coelho R.R., Pires Xavier S., Brandao J.R., Furtado I. From fibrosis
to granuloma: drug induced systemic sarcoidosis-like reaction after
rituximab in a patient with primary Sjogren’s syndrome. Eur. J. Case
Rep. Intern. Med. 2024; 11 (12): 005070. DOI: 10.12890/2024_005070.
Holas P., Figueira-Putresza E., Domagala-Kulawik J. Coping styles
with stress and its relations to psychiatric and clinical symptoms in

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/

405


https://doi.org/10.1164/ajrccm.160.2.ats4-99
https://doi.org/10.1183/2312508X.10031020
https://doi.org/10.1183/2312508X.10031020
https://doi.org/10.1016/j.chest.2024.05.014
https://doi.org/10.1183/13993003.congress-2024.PA2490
https://doi.org/10.1183/13993003.congress-2024.PA2490
https://atmosphere-ph.ru/modules/Magazines/articles/pulmo/pp_1_2017_46.pdf
https://atmosphere-ph.ru/modules/Magazines/articles/pulmo/pp_1_2017_46.pdf
https://doi.org/10.1016/j.medcli.2018.11.021
https://doi.org/10.12890/2024_005070

Yyuanun A.T. u dp. Capkounno3s: heaepayibHble KIMHUYeCKUe pekoMeHnaum 2025

20.

21.

22.

23.

24.

25.

26.

27.

28.

patients with sarcoidosis: a latent profile analysis. Respir. Med. 2023;
211: 107171. DOI: 10.1016/j.rmed.2023.107171.

. Chiriaco M., De Matteis A., Cifaldi C. et al. Characterization of

AR-CGD female patient with a novel homozygous deletion in
CYBCI1 gene presenting with unusual clinical phenotype. Clin. Im-
munol. 2023; 251: 109316. DOI: 10.1016/j.clim.2023.109316.

. Zhao M.M., Du S.S., Li Q.H. et al. High throughput 16STRNA gene

sequencing reveals the correlation between Propionibacterium acnes
and sarcoidosis. Respir. Res. 2017; 18 (1): 28. DOI: 10.1186/s12931 -
017-0515-z.

. van Dee L., Stehouwer M., van Bemmel T. Systemic sarcoidosis

associated with exposure to Borrelia burgdorferi in a 21-year-old
man. Eur. J. Case. Rep. Intern. Med. 2018; 5 (10): 000942. DOI:
10.12890,/2018_000942.

. Spagnolo P., Culver D.A. More evidence that sarcoidosis is a host

disease, and the identity of the aetiological triggers is irrelevant. Eur.
Respir. J. 2024; 64 (6): 2402051. DOI: 10.1183/ 13993003.02051-
2024.

. Patterson K.C., Chen E.S. The pathogenesis of pulmonary sarcoidosis

and implications for treatment. Chest. 2018; 153 (6): 1432—1442.
DOI: 10.1016/j.chest.2017.11.030.

. YuK., LiW, Long W. et al. Proteome-wide mendelian randomization

identifies causal plasma proteins in interstitial lung disease. Sci. Rep.
2025; 15 (1): 2293. DOI: 10.1038/541598-025-85338-y.

. Bergantini L., Spalletti M., d’Alessandro M. et al. Predictive role of

natural killer cells in bronchoalveolar lavage fluid of patients with
sarcoidosis. Pulmonology. 2024; 31 (1): 2416867. DOI: 10.1016/j.
pulmoe.2023.11.009.

. Arkema E.V., Sachs M.C., Dominicus A. et al. Inflammatory plasma

protein levels are elevated years before sarcoidosis diagnosis: a nested
case-control study in Sweden. Eur. Respir. J. 2024; 64 (6): 2400277.
DOI: 10.1183/13993003.00277-2024.

. Habib I., Jawed J.J., Nasrin T., Shaikh S. Briefing of pulmonary

sarcoidosis: Reduction-oxidation, misleading and possibilities. /ndian
J. Tuberc. 2025; 72 (1): 103—111. DOI: 10.1016/j.ijtb.2024.07.003.

. Satasia M., Garg A., Weerasinghe K. et al. Calcium chaos in sarcoid-

osis: A tale of severe hypercalcemia’s diagnostic challenge. Cureus.
2024; 16 (3): €56271. DOI 10.7759/cureus.56271.

Agnees C.H. Jleroynas ruriepteH3us rnpu capkounose. I1yasmoro-
aoeus. 2016; 26 (6): 725—735. DOI: 10.18093/0869-0189-2016-26-6-
725-735.

Price L.C., Kouranos V., Baughman R. et al. Use of pulmonary ar-
terial hypertension therapies in patient swith sarcoidosis-associated
pulmonary hypertension. Sarcoidosis Vasc. Diffuse Lung Dis. 2024;
41 (1): €2024024. DOI: 10.36141/svdld.v41i1.15515.

Pycakos H.B., Myxun H.A, bpuko H.U. u np. OcobeHHOCTH pac-
MPOCTPaHEeHHUsI CAapKOUI03a B YCIOBUSIX MOCKBBI. [ueuena u ca-
numapus. 2012; (4): 16—18. doctymHo Ha: https://cyberleninka.
ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-
moskvy/viewer

ITetpos 1.B., OcsinnukoB H.B., Konenko A.1O. u ap. Pe3yabTarhl
BHeapeHust [Topsiika oKa3aHWsI METUIIMHCKOM TTOMOIIM OOJTbHBIM
capkou1030M B roponie OMcke. BecmHuk cogpemeHHOU KAUHUHeCKOU
meduyunvt. 2013; 6 (2): 42—46. [locTyniHo Ha: https.//cyberleninka.
ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-
pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer

Buszenb A.A., Asnees C.H., Buszenb W.1O. u ap. PesynbraTel aHa-
JIM3a PerucTpa MalreHToB ¢ capkonno3om Pecryomku TatapcTaH.
ITyavmononoeus. 2024; 34 (4): 487—497. DOI: 10.18093/0869-0189-
2024-34-4-487-497.

Terwiel M., van Moorsel C.H.M. Clinical epidemiology of familial
sarcoidosis: a systematic literature review. Respir. Med. 2019; 149:
36—41. DOI: 10.1016/j.rmed.2018.11.022.

Stefansson K., Arnadoéttir B., Jonsson J.G. et al. POS0871 Heritability
and phenotypic variation of sarcoidosis in the Icelandic population.
Ann. Rheumatic Dis. 2024; 83 (Suppl. 1): 856—857. DOI: 10.1136/
annrheumdis-2024-eular.3151.

Tepnuropes C.A., Db 3eitH b.A., Bepemaruna B.M., ITanees H.P.
Capkouzi03 1 TipobJieMbl ero Kiaccudbukauuu. Becmuux PAMH.
2012; (5): 30—37. docTynHo Ha: https.//vestnikramn.spr-journal.ru/
Jour/article/viewFile/301/239 ysclid=mots6cy2cl45378 1874
NnbkoBuu M.M., bapanosa O.I1., Cnepanckas A.A., Ceco T.II.
Capkounno3 opraHos abixaHust. B kH.: Unekosuy M.M., pea. Aud-
¢y3HbIe TapeHXMMaTOo3HbIe 3a0osieBaHMst Jierkux. M.: TDOTAP-

29.

30.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

Menua; 2021: 219—296. [loctyriHo Ha: https.//library.mededtech.ru/
docs ’search=&doc_id=ISBN 9785970459089

Drent M., Russel A.M., Saketkoo L.A. et al. Breaking barriers:
holistic assessment of ability to work in patients with sarcoidosis.
Lancet Respir. Med. 2024; 12 (11): 848—851. DOI: 10.1016/s2213-
2600(24)00297-2.

Martins F., Martins M., Malheiro R. Lofgren syndrome: a mosaic of
sarcoidosis phenotypes. Cureus. 2024; 16 (1): €52317. DOI: 10.7759/
cureus.52317.

Mpika G.S.M., Koumeka P.P., Amro L. Multisystemic sarcoidosis
revealed by a Heerfordt syndrome: case report. Pan. Afr. Med. J. 2022;
42:159. DOI: 10.11604/pam;j.2022.42.159.34073.

Buszenb A.A., Beneckuit A.C., Buzens U.1O. u ap. [lIkana oueHK®
ycranoctu (Fatigue Assessment Scale): Bauau3anusi pyccKosi3bla-
Hoit Bepcuu. [Ipaxmuueckas nyavmononoeus. 2025; (1): 62—65. DOI:
10.24412/2409-6636-2025-13222.

Rasheed A.Z., Metersky M.L., Ghazal F. Mechanisms and manage-
ment of cough in interstitial lung disease. Expert Rev. Respir. Med.
2023; 17 (12): 1177—1190. DOI: 10.1080/17476348.2023.2299751.
CamioB A.B., Kpiokos E.B. Capkonmgo3 KoXu Kak MeKIUCIIUATLIA -
HapHast ipobsiema. Becmuuk Poccuiickoti akademuu meOuyuHcKux
nayk. 2024; 79 (1): 5—14. DOI: 10.15690/vramn11602.

Damsky W., King B. Cutaneous sarcoidosis: clinical and pathologic
features, molecular pathogenesis, and treatment. Clin. Dermatol.
2025; 43 (2): 177—190. DOI: 10.1016/j.clindermatol.2024.12.017.
Reid G., Williams M., Compton M. et al. Ocular sarcoidosis prevalence
and clinical features in the Northern Ireland population. Eye (Lond.).
2022; 36 (10): 1918—1923. DOI: 10.1038/s41433-021-01770-0.

Wagle L., Timshina A., Regmi R., Abdulmahdi M. Sarcoidosis with
generalized lymphadenopathy: a clinical mimic of lymphoma. Cureus.
2025; 17 (1): €78049. DOI 10.7759/cureus.78049.

Buszenb A.A., Buzens U.10., AMupos H.B., Konecnukos I1.E.
CruteHoMerasuisi Y O0JTbHBIX CAPKOMI030M OPTaHOB IbIXaHMSI:
OT CTATUCTMYECKOTO aHAIM3a K KIIMHUIECKOMY clydalo. Becmuuk
cospemenHoU Kaunuyeckoil meduyunsl. 2019; 12 (2): 17-23. DOI:
10.20969/VSKM.2019.12(2).17-23.

Islam M.S., Ayaz K., Marisa S.F. et al. Sarcoidosis presenting with
massive splenomegaly: 2 cases without pulmonary involvement.
Radiol. Case Rep. 2025; 20 (10): 4885—4889. DOI: 10.1016/j.rad-
¢r.2025.06.031.

Dvoretsky L., Sidoruk N., Krivushkin S. et al. Acute kidney injury
as the first manifestation of sarcoidosis. Keio J. Med. 2025; 74 (2):
96—100. DOI: 10.2302/kjm.2023-0020-CR.

Karabulut Y., Oz N., Gezer H.H. et al. Perspective of sarcoidosis
in terms of rheumatology: a single-center rheumatology clinic
experience. Rheumatol. Int. 2022; 42 (12): 2191-2197. DOI: 10.1007/
$00296-022-05193-2.

Terlemez R., Caliskaner Ozturk B., Kurtoglu S.S. et al. Quadriceps
femoris muscle ultrasound in sarcoidosis: an observational case-
control study. Eur. J. Phys. Rehabil. Med. 2024; 60(3): 523—529.
DOI: 10.23736/S1973-9087.24.08232-7.

Edriss H., Kelley J.S., Demke J., Nugent K. Sinonasal and la-
ryngeal sarcoidosis-an uncommon presentation and management
challenge. Am. J. Med. Sci. 2019; 357 (2): 93—102. DOI: 10.1016/j.
amjms.2018.11.007.

van der Velde N., Poleij A., Lenzen M.J. et al. Screening for cardiac
sarcoidosis: diagnostic approach and long-term follow-up in a tertiary
centre. Neth. Heart J. 2025; 33 (2): 55—64. DOI: 10.1007/s12471-024-
01925-0.

Nakamura J., Sato T., Ohira H. et al. Prevalence, incidence, and
clinical features of cardiac involvement in patients with pulmo-
nary sarcoidosis. Respir. Med. 2025; 238: 107954. DOI: 10.1016/j.
rmed.2025.107954.

Kouranos V., Sharma R., Wells A., Singh-Curry V. Cardiac sarcoid-
osis and neurosarcoidosis — multidisciplinary approach for diagno-
sis. Curr. Opin. Pulm. Med. 2024; 30 (5): 540—550. DOI: 10.1097/
MCP.0000000000001097.

Torelli V.A., Sivalokanathan S., Silverman A. et al. Role of multi-
modality imaging in cardiac sarcoidosis: a retrospective single-cen-
ter experience. J. Clin. Med. 2024; 13 (23): 7335. DOI: 10.3390/
jem13237335.

Basheer M., Waked H., Jeries H. et al. Neurosarcoidosis: the
presentation, diagnosis and treatment review of two cases. Life. 2024;
14 (1): 69. DOI: 10.3390/1ife 14010069.

406

MynbmoHonorus « Pu’monologiya. 2026; 36 (3): 389-413. DOI: 10.18093/0869-0189-2026-36-3-389-413


https://doi.org/10.1016/j.rmed.2023.107171
https://doi.org/10.1016/j.clim.2023.109316
https://doi.org/10.1186/s12931-017-0515-z
https://doi.org/10.1186/s12931-017-0515-z
https://doi.org/10.12890/2018_000942
https://doi.org/10.1183/13993003.02051-2024
https://doi.org/10.1183/13993003.02051-2024
https://doi.org/10.1016/j.chest.2017.11.030
https://doi.org/10.1038/s41598-025-85338-y
https://doi.org/10.1016/j.pulmoe.2023.11.009
https://doi.org/10.1016/j.pulmoe.2023.11.009
https://doi.org/10.1183/13993003.00277-2024
https://doi.org/10.1016/j.ijtb.2024.07.003
https://doi.org/10.7759/cureus.56271
https://doi.org/10.18093/0869-0189-2016-26-6-725-735
https://doi.org/10.18093/0869-0189-2016-26-6-725-735
https://doi.org/10.36141/svdld.v41i1.15515
https://cyberleninka.ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-moskvy/viewer
https://cyberleninka.ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-moskvy/viewer
https://cyberleninka.ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-moskvy/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://doi.org/10.18093/0869-0189-2024-34-4-487-497
https://doi.org/10.18093/0869-0189-2024-34-4-487-497
https://doi.org/10.1016/j.rmed.2018.11.022
https://doi.org/10.1136/annrheumdis-2024-eular.3151
https://doi.org/10.1136/annrheumdis-2024-eular.3151
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
https://library.mededtech.ru/docs?search=&doc_id=ISBN9785970459089
https://library.mededtech.ru/docs?search=&doc_id=ISBN9785970459089
https://doi.org/10.1016/s2213-2600(24)00297-2
https://doi.org/10.1016/s2213-2600(24)00297-2
https://doi.org/10.7759/cureus.52317
https://doi.org/10.7759/cureus.52317
https://doi.org/10.11604/pamj.2022.42.159.34073
https://doi.org/10.24412/2409-6636-2025-13222
https://doi.org/10.1080/17476348.2023.2299751
https://doi.org/10.15690/vramn11602
https://doi.org/10.1016/j.clindermatol.2024.12.017
https://doi.org/10.1038/s41433-021-01770-0
https://doi.org/10.7759/cureus.78049
https://doi.org/10.20969/VSKM.2019.12(2).17-23
https://doi.org/10.1016/j.radcr.2025.06.031
https://doi.org/10.1016/j.radcr.2025.06.031
https://doi.org/10.2302/kjm.2023-0020-cr
https://doi.org/10.1007/s00296-022-05193-2
https://doi.org/10.1007/s00296-022-05193-2
https://doi.org/10.23736/s1973-9087.24.08232-7
https://doi.org/10.1016/j.amjms.2018.11.007
https://doi.org/10.1016/j.amjms.2018.11.007
https://doi.org/10.1007/s12471-024-01925-0
https://doi.org/10.1007/s12471-024-01925-0
https://doi.org/10.1016/j.rmed.2025.107954
https://doi.org/10.1016/j.rmed.2025.107954
https://doi.org/10.1097/mcp.0000000000001097
https://doi.org/10.1097/mcp.0000000000001097
https://doi.org/10.3390/jcm13237335
https://doi.org/10.3390/jcm13237335
https://doi.org/10.3390/life14010069

KnuHnyeckue pekomengauuu « Clinical guidelines

49.

50.

51

52.

53.

54.

55.

56.

57.

58.

59.

60.

6l.

62.

63.

64.

65.

66.

67.

68.

69.

Nicolosi S., Chernovsky M., Angoni D. et al. Gastrointestinal man-
ifestations of sarcoidosis: a state-of-the-art, comprehensive review
of the literature-practical clinical insights and many unmet needs on
diagnosis and treatment. Pharmaceuticals (Basel). 2024; 17 (9): 1106.
DOI: 10.3390/ph17091106.

La Rochelle J.C., Coogan C.L. Urological manifestations of sarcoid-
osis. J. Urol. 2012; 187 (1): 18—24. DOI: 10.1016/j.juro.2011.09.057.
Hadid V., Patenaude V., Oddy L., Abenhaim H.A. Sarcoidosis and
pregnancy: obstetrical and neonatal outcomes in a population-based
cohort of 7 million births. J. Perinat. Med. 201; 43 (2): 201—207. DOI:
10.1515/jpm-2014-0017.

Nathan N., Sileo C., Calender A. et al. Paediatric sarcoidosis. Paediatr.
Respir. Rev. 2019; 29: 53—59. DOI: 10.1016/j.prrv.2018.05.003.

Zhao M., Zhou Y. Diagnosis of pulmonary sarcoidosis. Clin. Chest
Med. 2024; 45 (1): 15—24. DOI: 10.1016/j.ccm.2023.06.005.

van Stigt A.C., von der Thiisen J.H., Mustafa D.A.M. et al. Granu-
lomas in common variable immunodeficiency display different his-
topathological features compared to other granulomatous diseases.
J. Clin. Immunol. 2024; 45 (1): 22. DOI: 10.1007/s10875-024-01817-3.
Bailey G.L., Wells A.U., Desai S.R. Imaging of pulmonary sar-
coidosis — a review. J. Clin. Med. 2024; 13 (3): 822. DOI: 10.3390/
jem13030822.

Desai S.R., Sivarasan N., Johannson K.A. et al. High-resolution
CT phenotypes in pulmonary sarcoidosis: a multinational Delphi
consensus study. Lancet Respir. Med. 2024; 12 (5): 409—418. DOI:
10.1016/S2213-2600(23)00267-9.

Régis C., Benali K., Rouzet F. FDG PET/CT imaging of sarcoidosis.
Semin. Nucl. Med. 2023; 53 (2): 258—272. DOI: 10.1053/j.semnu-
clmed.2022.08.004.

Starshinova A., Dovgalyk I., Malkova A. et al. Recombinant tuber-
culosis allergen (Diaskintest®) in tuberculosis diagnostic in Russia
(meta-analysis). Int. J. Mycobacteriol. 2020; 9 (4): 335—346. DOI:
10.4103/ijmy.ijmy_131_20.

Yao Q.,Ji Q., Zhou Y. Pulmonary function in pulmonary sarcoidosis.
J. Clin. Med. 2023; 12 (21): 6701. DOI: 10.3390/jcm12216701.
Sharp M., Mathial K., Poole C. et al. Late breaking abstract —
sarcoidosis pulmonary function phenotypes associated with
quality of life. Eur. Respir. J. 2025; 66 (Suppl. 69): PA1899. DOI:
10.1183/13993003.congress-2025.PA1899.

Terschluse C., Feineis M., Jouanjan L. et al. Additional diagnostic po-
tential of transbronchial lung cryobiopsy in bronchoscopic assessment
of sarcoidosis and chronic beryllium disease: a retrospective analysis
of 321 patients. BMJ Open Respir. Res. 2025; 17; 12 (1): €003206. DOI:
10.1136/bmjresp-2025-003206.

Sharp M., Mustafa A.M., Mathias K. et al. Working together in
sarcoidosis: experience and impact of a formalized multidisciplinary
discussion. Ann. Am. Thorac. Soc. 2025; 22 (9): 1436—1439. DOI:
10.1513/annalsats.202412-1294rl.

Imenes E.W. IuddepeHimanbHas AMarHocTUKa AMCCEMUHUPO-
BaHHBIX 3a00JI€BaHUI JIETKUX HEOIYXOJIEeBOI NMpupoabl. Pycckuii
meduyunckuil ucypuan. 2001; 21: 919-922. loctynHo Ha: https://
www.rusmedreview.com/articles/bolezni_dykhatelnykh_putey/Dif-
ferencialynaya_diagnostika_disseminirovannyh_zabolevaniy legk-
ih_neopuholevoy_prirody/

Kwon S., Judson M.A. Clinical pharmacology in sarcoidosis: how to
use and monitor sarcoidosis medications. J. Clin. Med. 2024; 13 (5):
1250. DOI: 10.3390/jcm13051250.

Baughman R.P., Scholand M.B., Rahaghi FE.F. Clinical phenotyping:
role in treatment decisions in sarcoidosis. Eur. Respir. Rev. 2020; 29
(155): 190145. DOI: 10.1183/16000617.0145-2019.

Diallo B.D., Diot B., Flament T. et al. [The pentoxifylline, a cor-
ticosteroid sparing in the treatment of sarcoidosis: a case report].
Rev. Pneumol. Clin. 2018; 74 (1): 48—51. DOI: 10.1016/j.pneu-
mo.2017.08.014 (in French).

Partin M., Clebak K.T., Chen R., Helm M. Sarcoidosis: evaluation
and treatment. Am. Fam. Physician. 2024; 109 (1): 19—29. Available
at: https.//www.aafp.org/pubs/afp/issues/2024/0100/sarcoidosis.html
Busenb A.A., Asnees C.H., Buzens W.1O. u np. TeueHue capkounosa
y NAaLMEHTOB, MOIYYalOUINX CUCTEMHbIE TIIOKOKOPTUKOCTEPOUIBI.
Iynsmononoeus. 2023; 33 (5): 634—644. DOI: 10.18093/0869-0189-
2023-33-5-634-644.

Cremers J.P., Drent M., Bast A. et al. Multinational evidence-based
‘World Association of Sarcoidosis and Other Granulomatous Disor-
ders recommendations for the use of methotrexate in sarcoidosis:

70.

71.

72.

73.

74.

75.

76.

77.

78.

79.

80.

integrating systematic literature research and expert opinion of sar-
coidologists worldwide. Curr. Opin. Pulm. Med. 2013; 19 (5): 545—561.
DOI: 10.1097/mcp.0b013e3283642a7a.
Isshiki T., Yamaguchi T., Yamada Y. et al. Usefulness of low-dose
methotrexate monotherapy for treating sarcoidosis. Intern. Med.
2013; 52 (24): 2727—2732. DOI: 10.2169/internalmedicine.52.0976.
Busenb A A., Buzens U.10., lllakuposa I'.P. Ouenka achdekTuBHO-
CTH ¥ 6e30MaCHOCTU MTPUMEHEHUS] METOTpeKcaTa Py MPOrpeccupy-
IOLIEM CapKOUI03€e: PETPOCIIEKTUBHOE HAOII0AaTeIbHOE UCCIe0-
BaHue. [Tyasmononoeus. 2020; 30 (2): 213—218. DOI: 10.18093/0869-
0189-2020-30-2-213-218.
Vermeer B., Veltkamp M., Raasing L.R.M. et al. Hydroxychloroquine
monotherapy in sarcoidosis: Indications, efficacy, and side effects.
Sarcoidosis Vasc. Diffuse Lung Dis. 2024; 41 (3): €¢2024039. DOI:
10.36141/svdld.v41i3.15445.
Busenb A.A., Busens E.A., Hacpernunosa I'.P. u ap. OueHka a¢-
(heKTUBHOCTM MaJIbIX 103 MEHTOKCU(UIUTNHA B COUETAHUH C TOKO-
(bepona arieTaToM MpK BHYTPUTPYITHOM capkounose. [1yaemoHon0eus.
2005; (1): 24—28. DOI: 10.18093/0869-0189-2005-0-1-24-28.
Crommelin H.A., Vorselaars A.D., van Moorsel C.H. et al. Anti-TNF
therapeutics for the treatment of sarcoidosis. Immunotherapy. 2014;
6 (10): 1127—1143. DOI: 10.2217/imt.14.65.
Busenb A.A., Kansep .A., Buzenas U.1O. u np. OuieHKa BAUSIHUS
anbda-Tokodeposa Ha TeUeHUe BIepBbIe BBISIBICHHOIO CapKOM-
11032 JIETKMX: CPaBHUTEJIbHOE UcclenoBaHue. Tybepkynes u 601e3Hu
seexux. 2020; 98 (10): 33—40. DOI: 10.21292/2075-1230-2020-98-
10-33-40.
Otten B., Weinberg D., Gregowski M., James W.E. Management of
anti-drug antibodies against TN F-inhibitors in sarcoidosis patients.
Respir. Med. 2025; 247: 108301. DOI: 10.1016/j.rmed.2025.108301.
Wijsenbeek M., Swigris J.J., Inoue Y. et al. Effects of nintedanib
on symptoms in patients with progressive pulmonary fibrosis. Eur.
Respir. J. 2024; 63 (2): 2300752. DOI: 10.1183/13993003.00752-2023.
Shorr A.F., Helman D.L., Davies D.B., Nathan S.D. Sarcoidosis,
race, and short-term outcomes following lung transplantation. Chest.
2004; 125 (3): 990—996. DOI: 10.1378/chest.125.3.990.
WnbkoBuy M.M., HoBukosa JI.H., bapanosa O.I1. Pasrpy3zou-
HO-/IMETUYECKasl Teparusi B KOMIIEKCHOM JIEYEHUN CApKOUI03a
nerkux. Tepaneemuueckuii apxus. 1996; 68 (3): 83—86.
Busenb A.A., Buzens W.10. BakuuHanust 60JbHBIX CAPKOUIO30M.
B kH.: KoctunoB M.I1., Uyyanun A.T., pea. PykoBoncTBo mo Kiu-
HMYECKOI UMMYHOJIOTUY B pecrupaTtopHoii meauiiHe. M.: ATMO;
2016: 94—99.
MocTtynuna: 23.01.26
MpuHATa k nevyatn: 01.05.26

References

L.

Vizel A.A., ed. [Sarcoidosis]. Series of monographs of the Russian
Respiratory Society; A.G. Chuchalin (chief ed. series). Moscow:
Atmosfera; 2010 (in Russian).

Statement on sarcoidosis. Joint statement of the American Thoracic
Society (ATS), the European Respiratory Society (ERS) and the
‘World Association of Sarcoidosis and Other Granulomatous Disor-
ders (WASOG) adopted by the ATS Board of Directors and by the
ERS executive committee, February 1999. Am. J. Respir Crit. Care
Med. 1999; 160 (2): 736—755. DOI: 10.1164/ajrccm.160.2.ats4-99.
Bonella F., Culver D.A., Israél-Biet D. et al. Sarcoidosis. Sheffield:
European Respiratory Society; 2022. DOI: 10.1183/2312508X.10031020.
Rossides M., Kullberg S., Arkema E.V. History and familial aggre-
gation of immune-mediated diseases in sarcoidosis: a register-based
case-control-family study. Chest. 2024 166 (5): 1082—1092. DOI:
10.1016/j.chest.2024.05.014.

Patasova K., Chuguima O., Kullberg S. et al. Sarcoidosis shares sus-
ceptibility loci with autoimmune disorders and cancers. Eur. Respir. J.
2024; 64 (Suppl. 68): PA2490. DOI: 10.1183/13993003.congress-2024.
PA2490.

Vizel A.A., Vizel 1.Yu. [Sarcoidosis and interferons: pathogenesis
and iatrogeny|. Prakticheskaya pul’'monologiya. 2017; (1): 46—50.
Available at: https://atmosphere-ph.ru/modules/Magazines/articles/
pulmo/pp_1_2017 _46.pdf (in Rissian).

Garcia Rédenas M.D.M., Gayéa Garcia-Manso 1., Garcia Sevila R.
[Sarcoidosis associated with Interferon beta treatment]. Med. Clin.
(Barc.). 2019; 153 (5): e21—22. DOI: 10.1016/j.medcli.2018.11.021.

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/

407


https://doi.org/10.3390/ph17091106
https://doi.org/10.1016/j.juro.2011.09.057
https://doi.org/10.1515/jpm-2014-0017
https://doi.org/10.1016/j.prrv.2018.05.003
https://doi.org/10.1016/j.ccm.2023.06.005
https://doi.org/10.1007/s10875-024-01817-3
https://doi.org/10.3390/jcm13030822
https://doi.org/10.3390/jcm13030822
https://doi.org/10.1016/s2213-2600(23)00267-9
https://doi.org/10.1053/j.semnuclmed.2022.08.004
https://doi.org/10.1053/j.semnuclmed.2022.08.004
https://doi.org/10.4103/ijmy.ijmy_131_20
https://doi.org/10.3390/jcm12216701
https://doi.org/10.1183/13993003.congress-2025.PA1899
https://doi.org/10.1136/bmjresp-2025-003206
https://doi.org/10.1513/annalsats.202412-1294rl
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/3_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
https://doi.org/10.3390/jcm13051250
https://doi.org/10.1183/16000617.0145-2019
https://doi.org/10.1016/j.pneumo.2017.08.014
https://doi.org/10.1016/j.pneumo.2017.08.014
https://www.aafp.org/pubs/afp/issues/2024/0100/sarcoidosis.html
https://doi.org/10.18093/0869-0189-2023-33-5-634-644
https://doi.org/10.18093/0869-0189-2023-33-5-634-644
https://doi.org/10.1097/mcp.0b013e3283642a7a
https://doi.org/10.2169/internalmedicine.52.0976
https://doi.org/10.18093/0869-0189-2020-30-2-213-218
https://doi.org/10.18093/0869-0189-2020-30-2-213-218
https://doi.org/10.36141/svdld.v41i3.15445
https://doi.org/10.18093/0869-0189-2005-0-1-24-28
https://doi.org/10.2217/imt.14.65
https://doi.org/10.21292/2075-1230-2020-98-10-33-40
https://doi.org/10.21292/2075-1230-2020-98-10-33-40
https://doi.org/10.1016/j.rmed.2025.108301
https://doi.org/10.1183/13993003.00752-2023
https://doi.org/10.1378/chest.125.3.990
https://doi.org/10.1164/ajrccm.160.2.ats4-99
https://doi.org/10.1183/2312508X.10031020
https://doi.org/10.1016/j.chest.2024.05.014
https://doi.org/10.1183/13993003.congress-2024.PA2490
https://doi.org/10.1183/13993003.congress-2024.PA2490
https://atmosphere-ph.ru/modules/Magazines/articles/pulmo/pp_1_2017_46.pdf
https://atmosphere-ph.ru/modules/Magazines/articles/pulmo/pp_1_2017_46.pdf
https://doi.org/10.1016/j.medcli.2018.11.021

Yyuanun A.T. u dp. Capkounno3s: heaepayibHble KIMHUYeCKUe pekoMeHnaum 2025

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

Coelho R.R., Pires Xavier S., Brandao J.R., Furtado I. From
fibrosis to granuloma: drug induced systemic sarcoidosis-like
reaction after rituximab in a patient with primary Sjogren’s syn-
drome. Eur. J. Case Rep. Intern. Med. 2024; 11 (12): 005070. DOI:
10.12890/2024_005070.

Holas P., Figueira-Putresza E., Domagala-Kulawik J. Coping styles
with stress and its relations to psychiatric and clinical symptoms in
patients with sarcoidosis: a latent profile analysis. Respir. Med. 2023;
211: 107171. DOI: 10.1016/j.rmed.2023.107171.

Chiriaco M., De Matteis A., Cifaldi C. et al. Characterization of
AR-CGD female patient with a novel homozygous deletion in
CYBCI1 gene presenting with unusual clinical phenotype. Clin. Im-
munol. 2023; 251: 109316. DOI: 10.1016/j.clim.2023.109316.

Zhao M.M., Du S.S., Li Q.H. et al. High throughput 16SrTRNA gene
sequencing reveals the correlation between Propionibacterium acnes
and sarcoidosis. Respir. Res. 2017; 18 (1): 28. DOI: 10.1186/s12931-
017-0515-z.

van Dee L., Stehouwer M., van Bemmel T. Systemic sarcoidosis
associated with exposure to Borrelia burgdorferi in a 21-year-old
man. Eur. J. Case. Rep. Intern. Med. 2018; 5 (10): 000942. DOI:
10.12890,/2018_000942.

Spagnolo P., Culver D.A. More evidence that sarcoidosis is a host
disease, and the identity of the aetiological triggers is irrelevant. Eur.
Respir. J. 2024; 64 (6): 2402051. DOI: 10.1183/ 13993003.02051-
2024.

Patterson K.C., Chen E.S. The pathogenesis of pulmonary sarcoid-
osis and implications for treatment. Chest. 2018; 153 (6): 1432—1442.
DOI: 10.1016/j.chest.2017.11.030.

Yu K., Li W., Long W. et al. Proteome-wide mendelian randomization
identifies causal plasma proteins in interstitial lung disease. Sci. Rep.
2025; 15 (1): 2293. DOI: 10.1038/s41598-025-85338-y.

Bergantini L., Spalletti M., d’Alessandro M. et al. Predictive role of
natural Killer cells in bronchoalveolar lavage fluid of patients with
sarcoidosis. Pulmonology. 2024; 31 (1): 2416867. DOI: 10.1016/j.
pulmoe.2023.11.009.

Arkema E.V., Sachs M.C., Dominicus A. et al. Inflammatory plasma
protein levels are elevated years before sarcoidosis diagnosis: a nested
case-control study in Sweden. Eur. Respir. J. 2024; 64 (6): 2400277.
DOI: 10.1183/13993003.00277-2024.

Habib 1., Jawed J.J., Nasrin T., Shaikh S. Briefing of pulmonary
sarcoidosis: Reduction-oxidation, misleading and possibilities. /ndian
J. Tuberc. 2025; 72 (1): 103—111. DOI: 10.1016/j.ijtb.2024.07.003.
Satasia M., Garg A., Weerasinghe K. et al. Calcium chaos in sarcoid-
osis: A tale of severe hypercalcemia’s diagnostic challenge. Cureus.
2024; 16 (3): €56271. DOI 10.7759/cureus.56271.

Avdeev S.N. [Pulmonary hypertension in sarcoidosis]. Pul’‘monologi-
ya. 2016; 26 (6): 725—735. DOI: 10.18093/0869-0189-2016-26-6-725-
735 (in Russian).

Price L.C., Kouranos V., Baughman R. et al. Use of pulmonary ar-
terial hypertension therapies in patient swith sarcoidosis-associated
pulmonary hypertension. Sarcoidosis Vasc. Diffuse Lung Dis. 2024;
41 (1): €2024024. DOI: 10.36141/svdld.v41i1.15515.

Rusakov N.V., Mukhin N.A., Briko N.I. et al. [ Features of the spread
of sarcoidosis in Moscow|. Gigiena i sanitariya. 2012; (4): 16—18.
Available at: https.//cyberleninka.ru/article/n/osobennosti-raspros-
traneniya-sarkoidoza-v-usloviyah-moskvy/viewer (in Russian).
Petrov D.V., Ovsyannikov N.V., Konenko A.Yu. et al. [Result of the
intRoduction of “Order of medical care of sarcoidosis patients” in
Omsk city]. Vestnik sovremennoy klinicheskoy mediciny. 2013; 6 (2):
42—44. Available at: https://cyberleninka.ru/article/n/rezultaty-vne-
dreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoido-
zom-v-gorode-omske/viewer (in Russian).

Vizel A.A., Avdeev S.N., Vizel I.Yu. et al. [Results of analysis of the
sarcoidosis registry of the Republic of Tatarstan]. Pul’monologiya.
2024; 34 (4): 487—497. DOI: 10.18093/0869-0189-2024-34-4-487-
497 (in Rissian).

Terwiel M., van Moorsel C.H.M. Clinical epidemiology of familial
sarcoidosis: a systematic literature review. Respir. Med. 2019; 149:
36—41. DOI: 10.1016/j.rmed.2018.11.022.

Stefansson K., Arnadéttir B., Jénsson J.G. et al. POS0871 Heritability
and phenotypic variation of sarcoidosis in the Icelandic population.
Ann. Rheumatic Dis. 2024; 83 (Suppl. 1): 856—857. DOI: 10.1136/
annrheumdis-2024-eular.3151.

27.

28.

29.

30.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

Terpigorev S.A., El Zein B.A., Vereshchagina V.M., Paleev N.R.
[Sarcoidosis: problems in classification]. Vestnik RAMN. 2012; (5):
30—37. Available at: https://vestnikramn.spr-journal.ru/jour/article/
viewFile/301/239?ysclid=mots6cy2cl453781874 (in Russian).
Ilkovich M.M., Baranova O.P., Speranskaya A.A., Ses T.P. [Sar-
coidosis of the respiratory organs]. In: Ilkovich M.M., ed. [ Diffuse
parenchymal diseases of the lungs]. Moscow: GEOTAR-Media,
2021: 219—296. Available at: https://library.mededtech.ru/docs ?-
search=d&doc_id=ISBN9785970459089 (in Russian).

Drent M., Russel A.M., Saketkoo L.A. et al. Breaking barriers:
holistic assessment of ability to work in patients with sarcoidosis.
Lancet Respir. Med. 2024; 12 (11): 848—851. DOI: 10.1016/s2213-
2600(24)00297-2.

Martins F., Martins M., Malheiro R. Lofgren syndrome: a mosaic of
sarcoidosis phenotypes. Cureus. 2024; 16 (1): 52317. DOI: 10.7759/
cureus.52317.

Mpika G.S.M., Koumeka P.P., Amro L. Multisystemic sarcoidosis
revealed by a Heerfordt syndrome: case report. Pan. Afi. Med. J. 2022;
42:159. DOI: 10.11604/pam;j.2022.42.159.34073.

Vizel A.A., Belevsky A.S., Vizel I.Yu., et al. [Fatigue assessment
scale: validation of the Russian-language version|. Prakticheskaya
pul’monologiya. 2025; (1): 62—65. DOI: 10.24412/2409-6636-2025-
13222 (in Russian).

Rasheed A.Z., Metersky M.L., Ghazal F. Mechanisms and manage-
ment of cough in interstitial lung disease. Expert Rev. Respir. Med.
2023; 17 (12): 1177—1190. DOI: 10.1080/17476348.2023.2299751.
Samtsov A.V., Kryukov E.V. [Sarcoidosis of the skin as an interdisci-
plinary problem]. Vestnik RAMN. 2024; 79 (1): 5-14. DOI: 10.15690/
vramn 11602 (in Russian).

Damsky W., King B. Cutaneous sarcoidosis: clinical and pathologic
features, molecular pathogenesis, and treatment. Clin. Dermatol.
2025; 43 (2): 177—190. DOI: 10.1016/j.clindermatol.2024.12.017.
Reid G., Williams M., Compton M. et al. Ocular sarcoidosis prevalence
and clinical features in the Northern Ireland population. Eye (Lond.).
2022; 36 (10): 1918—1923. DOI: 10.1038/s41433-021-01770-0.

Wagle L., Timshina A., Regmi R., Abdulmahdi M. Sarcoidosis with
generalized lymphadenopathy: a clinical mimic of lymphoma. Cureus.
2025; 17 (1): €78049. DOI 10.7759/cureus.78049.

Vizel A.A., Vizel 1.Yu., Amirov N.B., Kolesnikov P.E. [Splenomegaly
in patients with respiratory sarcoidosis: from statistical analysis to
a clinical case]. Vestnik sovremennoy klinicheskoy meditsiny. 2019;
12 (2): 17-23. DOI: 10.20969/VSKM.2019.12(2).17-23 (in Russian).
Islam M.S., Ayaz K., Marisa S.F. et al. Sarcoidosis presenting with
massive splenomegaly: 2 cases without pulmonary involvement.
Radiol. Case Rep. 2025; 20 (10): 4885—4889. DOI: 10.1016/j.rad-
¢r.2025.06.031.

Dvoretsky L., Sidoruk N., Krivushkin S. et al. Acute kidney injury
as the first manifestation of sarcoidosis. Keio J. Med. 2025; 74 (2):
96—100. DOI: 10.2302/kjm.2023-0020-CR.

Karabulut Y., Oz N., Gezer H.H. et al. Perspective of sarcoidosis
in terms of rheumatology: a single-center rheumatology clinic ex-
perience. Rheumatol. Int. 2022; 42 (12): 2191-2197. DOI: 10.1007/
$00296-022-05193-2.

Terlemez R., Caliskaner Ozturk B., Kurtoglu S.S. et al. Quadriceps
femoris muscle ultrasound in sarcoidosis: an observational case-con-
trol study. Eur. J. Phys. Rehabil. Med. 2024; 60(3): 523—529. DOI:
10.23736/S1973-9087.24.08232-7.

Edriss H., Kelley J.S., Demke J., Nugent K. Sinonasal and la-
ryngeal sarcoidosis-an uncommon presentation and management
challenge. Am. J. Med. Sci. 2019; 357 (2): 93—102. DOI: 10.1016/j.
amjms.2018.11.007.

van der Velde N., Poleij A., Lenzen M.J. et al. Screening for cardiac
sarcoidosis: diagnostic approach and long-term follow-up in a tertiary
centre. Neth. Heart J. 2025; 33 (2): 55—64. DOI: 10.1007/s12471-024-
01925-0.

Nakamura J., Sato T., Ohira H. et al. Prevalence, incidence, and
clinical features of cardiac involvement in patients with pulmo-
nary sarcoidosis. Respir. Med. 2025; 238: 107954. DOI: 10.1016/j.
rmed.2025.107954.

Kouranos V., Sharma R., Wells A., Singh-Curry V. Cardiac sarcoid-
osis and neurosarcoidosis — multidisciplinary approach for diagno-
sis. Curr. Opin. Pulm. Med. 2024; 30 (5): 540—550. DOI: 10.1097/
MCP.0000000000001097.

408

MynbmoHonorus « Pu’monologiya. 2026; 36 (3): 389-413. DOI: 10.18093/0869-0189-2026-36-3-389-413


https://doi.org/10.12890/2024_005070
https://doi.org/10.1016/j.rmed.2023.107171
https://doi.org/10.1016/j.clim.2023.109316
https://doi.org/10.1186/s12931-017-0515-z
https://doi.org/10.1186/s12931-017-0515-z
https://doi.org/10.12890/2018_000942
https://doi.org/10.1183/13993003.02051-2024
https://doi.org/10.1183/13993003.02051-2024
https://doi.org/10.1016/j.chest.2017.11.030
https://doi.org/10.1038/s41598-025-85338-y
https://doi.org/10.1016/j.pulmoe.2023.11.009
https://doi.org/10.1016/j.pulmoe.2023.11.009
https://doi.org/10.1183/13993003.00277-2024
https://doi.org/10.1016/j.ijtb.2024.07.003
https://doi.org/10.7759/cureus.56271
https://doi.org/10.18093/0869-0189-2016-26-6-725-735
https://doi.org/10.18093/0869-0189-2016-26-6-725-735
https://doi.org/10.36141/svdld.v41i1.15515
https://cyberleninka.ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-moskvy/viewer
https://cyberleninka.ru/article/n/osobennosti-rasprostraneniya-sarkoidoza-v-usloviyah-moskvy/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://cyberleninka.ru/article/n/rezultaty-vnedreniya-poryadka-okazaniya-meditsinskoy-pomoschi-bolnym-sarkoidozom-v-gorode-omske/viewer
https://doi.org/10.18093/0869-0189-2024-34-4-487-497
https://doi.org/10.18093/0869-0189-2024-34-4-487-497
https://doi.org/10.1016/j.rmed.2018.11.022
https://doi.org/10.1136/annrheumdis-2024-eular.3151
https://doi.org/10.1136/annrheumdis-2024-eular.3151
https://vestnikramn.spr-journal.ru/jour/article/viewFile/301/239?ysclid=mots6cy2cl453781874
https://vestnikramn.spr-journal.ru/jour/article/viewFile/301/239?ysclid=mots6cy2cl453781874
https://library.mededtech.ru/docs?search=&doc_id=ISBN9785970459089
https://library.mededtech.ru/docs?search=&doc_id=ISBN9785970459089
https://doi.org/10.1016/s2213-2600(24)00297-2
https://doi.org/10.1016/s2213-2600(24)00297-2
https://doi.org/10.7759/cureus.52317
https://doi.org/10.7759/cureus.52317
https://doi.org/10.11604/pamj.2022.42.159.34073
https://doi.org/10.24412/2409-6636-2025-13222
https://doi.org/10.24412/2409-6636-2025-13222
https://doi.org/10.1080/17476348.2023.2299751
https://doi.org/10.15690/vramn11602
https://doi.org/10.15690/vramn11602
https://doi.org/10.1016/j.clindermatol.2024.12.017
https://doi.org/10.1038/s41433-021-01770-0
https://doi.org/10.7759/cureus.78049
https://doi.org/10.20969/VSKM.2019.12(2).17-23
https://doi.org/10.1016/j.radcr.2025.06.031
https://doi.org/10.1016/j.radcr.2025.06.031
https://doi.org/10.2302/kjm.2023-0020-cr
https://doi.org/10.1007/s00296-022-05193-2
https://doi.org/10.1007/s00296-022-05193-2
https://doi.org/10.23736/s1973-9087.24.08232-7
https://doi.org/10.1016/j.amjms.2018.11.007
https://doi.org/10.1016/j.amjms.2018.11.007
https://doi.org/10.1007/s12471-024-01925-0
https://doi.org/10.1007/s12471-024-01925-0
https://doi.org/10.1016/j.rmed.2025.107954
https://doi.org/10.1016/j.rmed.2025.107954
https://doi.org/10.1097/mcp.0000000000001097
https://doi.org/10.1097/mcp.0000000000001097

KnuHnyeckue pekomengauuu « Clinical guidelines

47.

48.

49.

50.

51

52.

53.

54.

55.

56.

57.

58.

59.

60.

6l.

62.

63.

64.

Torelli V.A., Sivalokanathan S., Silverman A. et al. Role of multimo-
dality imaging in cardiac sarcoidosis: a retrospective single-center ex-
perience. J. Clin. Med. 2024; 13 (23): 7335. DOI: 10.3390/jcm13237335.
Basheer M., Waked H., Jeries H. et al. Neurosarcoidosis: the pre-
sentation, diagnosis and treatment review of two cases. Life. 2024;
14 (1): 69. DOI: 10.3390/1ife 14010069.

Nicolosi S., Chernovsky M., Angoni D. et al. Gastrointestinal man-
ifestations of sarcoidosis: a state-of-the-art, comprehensive review
of the literature-practical clinical insights and many unmet needs on
diagnosis and treatment. Pharmaceuticals (Basel). 2024; 17 (9): 1106.
DOI: 10.3390/ph17091106.

La Rochelle J.C., Coogan C.L. Urological manifestations of sarcoid-
osis. J. Urol. 2012; 187 (1): 18—24. DOI: 10.1016/.juro.2011.09.057.
Hadid V., Patenaude V., Oddy L., Abenhaim H.A. Sarcoidosis and
pregnancy: obstetrical and neonatal outcomes in a population-based
cohort of 7 million births. J. Perinat. Med. 201; 43 (2): 201—207. DOI:
10.1515/jpm-2014-0017.

Nathan N., Sileo C., Calender A. et al. Paediatric sarcoidosis. Pae-
diatr. Respir. Rev. 2019; 29: 53—59. DOI: 10.1016/j.prrv.2018.05.003.
Zhao M., Zhou Y. Diagnosis of pulmonary sarcoidosis. Clin. Chest
Med. 2024; 45 (1): 15—24. DOI: 10.1016/j.ccm.2023.06.005.

van Stigt A.C., von der Thiisen J.H., Mustafa D.A.M. et al. Granu-
lomas in common variable immunodeficiency display different his-
topathological features compared to other granulomatous diseases.
J. Clin. Immunol. 2024; 45 (1): 22. DOI: 10.1007/310875-024-01817-3.
Bailey G.L., Wells A.U., Desai S.R. Imaging of pulmonary sar-
coidosis — a review. J. Clin. Med. 2024; 13 (3): 822. DOI: 10.3390/
jem13030822.

Desai S.R., Sivarasan N., Johannson K.A. et al. High-resolution
CT phenotypes in pulmonary sarcoidosis: a multinational Delphi
consensus study. Lancet Respir. Med. 2024; 12 (5): 409—418. DOI:
10.1016/S2213-2600(23)00267-9.

Régis C., Benali K., Rouzet F. FDG PET/CT imaging of sarcoidosis.
Semin. Nucl. Med. 2023; 53 (2): 258—272. DOI: 10.1053/j.semnu-
clmed.2022.08.004.

Starshinova A., Dovgalyk I., Malkova A. et al. Recombinant tuber-
culosis allergen (Diaskintest®) in tuberculosis diagnostic in Russia
(meta-analysis). Int. J. Mycobacteriol. 2020; 9 (4): 335—346. DOI:
10.4103/ijmy.ijmy_131_20.

Yao Q., Ji Q., Zhou Y. Pulmonary function in pulmonary sarcoidosis.
J. Clin. Med. 2023; 12 (21): 6701. DOI: 10.3390/jcm12216701.
Sharp M., Mathial K., Poole C. et al. Late breaking abstract —
sarcoidosis pulmonary function phenotypes associated with
quality of life. Eur. Respir. J. 2025; 66 (Suppl. 69): PA1899. DOI:
10.1183/13993003.congress-2025.PA1899.

Terschluse C., Feineis M., Jouanjan L. et al. Additional diagnostic po-
tential of transbronchial lung cryobiopsy in bronchoscopic assessment
of sarcoidosis and chronic beryllium disease: a retrospective analysis
of 321 patients. BMJ Open Respir. Res. 2025; 17; 12 (1): €003206. DOI:
10.1136/bmjresp-2025-003206.

Sharp M., Mustafa A.M., Mathias K. et al. Working together in
sarcoidosis: experience and impact of a formalized multidisciplinary
discussion. Ann. Am. Thorac. Soc. 2025; 22 (9): 1436—1439. DOI:
10.1513 /annalsats.202412-1294xl.

Shmelev E.I. [Differential diagnostics of disseminated non-neoplas-
tic lung diseases]. Russkiy meditsinskiy zhurnal. 2001; 21: 918—922.
Available at: https.//www.rusmedreview.com/articles/bolezni_dykhat-
elnykh_putey/Differencialynaya_diagnostika_disseminirovannyh
zabolevaniy legkih_neopuholevoy prirody/ (in Russian).

Kwon S., Judson M.A. Clinical pharmacology in sarcoidosis: how to
use and monitor sarcoidosis medications. J. Clin. Med. 2024; 13 (5):
1250. DOI: 10.3390/jcm13051250.

WHdopmaumsa o6 aBTopax / Authors Information

Yyyanun Anekcanap IpuroppeBud — 1. M. H., ipocdeccop, akaneMuk Poc-
CHICKOI akaneMuu Hayk, 3aBeylouInil Kadeapoii rocnuTaabHON Tepanuu
WHctuTyta MaTepuHCTBa 1 JIeTcTBa PDeepanrbHOro rocy1apcTBeHHOTO 6101~
JKETHOTO 00pa30BaTEIbHOTO YUPEKIeHMS BbICIIEro oopazoBaHus «Poccuii-
CKMIT HALIMOHAITBHBIN MCCIIENOBATEIbCKUIT MEIUIIMHCKII YHUBEPCUTET UIMEHU
H.U.TTuporosa» Munucrepctsa 3npaBooxpaHenust Poccuiickoit @enepanmni;
npeacenaTesb nNpasieHust Poccuiickoro pecnuparopHoro ooLIecTsa; Te.:

65

66.

67.

68.

69.

70.

71.

72.

73.

74.

75.

76.

77.

78.

79.

80.

Baughman R.P., Scholand M.B., Rahaghi E.F. Clinical phenotyping:
role in treatment decisions in sarcoidosis. Eur. Respir. Rev. 2020;
29 (155): 190145. DOI: 10.1183/16000617.0145-2019.
Diallo B.D., Diot B., Flament T. et al. [The pentoxifylline, a cor-
ticosteroid sparing in the treatment of sarcoidosis: a case report].
Rev. Pneumol. Clin. 2018; 74 (1): 48—51. DOI: 10.1016/j.pneu-
mo.2017.08.014 (in French).
Partin M., Clebak K.T., Chen R., Helm M. Sarcoidosis: evaluation
and treatment. Am. Fam. Physician. 2024; 109 (1): 19—29. Available
at: https.//www.aafp.org/pubs/afp/issues/2024/0100/sarcoidosis.html
Vizel A.A., Avdeev S.N., Vizel I.Yu. et al. [The course of sarcoidosis
in patients receiving systemic glucocorticosteroids]. Pul’monologiya.
2023; 33 (5): 634—644. DOI: 10.18093/0869-0189-2023-33-5-634-
644 (in Russian).
Cremers J.P., Drent M., Bast A. et al. Multinational evidence-based
‘World Association of Sarcoidosis and Other Granulomatous Disor-
ders recommendations for the use of methotrexate in sarcoidosis:
integrating systematic literature research and expert opinion of sar-
coidologists worldwide. Curr. Opin. Pulm. Med. 2013; 19 (5): 545—561.
DOI: 10.1097/mcp.0b013e3283642a7a.
Isshiki T., Yamaguchi T., Yamada Y. et al. Usefulness of low-dose
methotrexate monotherapy for treating sarcoidosis. Intern. Med.
2013; 52 (24): 2727—2732. DOI: 10.2169/internalmedicine.52.0976.
Vizel A.A., Vizel 1.Yu., Shakirova G.R. [Evaluation of the efficacy
and safety of methotrexate in progressive sarcoidosis: a retrospective
observational study]. Pul’monologiya. 2020; 30 (2): 213—218. DOI:
10.18093,/0869-0189-2020-30-2-213-218 (in Russian).
Vermeer B., Veltkamp M., Raasing L.R.M. et al. Hydroxychloroquine
monotherapy in sarcoidosis: Indications, efficacy, and side effects.
Sarcoidosis Vasc. Diffuse Lung Dis. 2024; 41 (3): €¢2024039. DOI:
10.36141/svdld.v41i3.15445.
Vizel A.A., Vizel E.A., Nasretdinova G.R. et al. [Effectiveness of
low-dose pentoxithylline combined with tocopherol acetate in in-
trathoracic sacroidosis|. Pul'monologiya. 2005; (1): 24—28. DOI:
10.18093/0869-0189-2005-0-1-24-28 (in Rissian).
Crommelin H.A., Vorselaars A.D., van Moorsel C.H. et al. Anti-TNF
therapeutics for the treatment of sarcoidosis. Immunotherapy. 2014;
6 (10): 1127—1143. DOI: 10.2217 /imt.14.65.
Vizel A. A., Culver D. A., Vizel I. Yu. et al. [Assessment of the effect
of alpha-tocopherol on the course of newly diagnosed pulmonary
sarcoidosis: a comparative study|. Tuberkulyoz i bolezni lyogkix. 2020;
98 (10): 33—40. DOI: 10.21292/2075-1230-2020-98-10-33-40 (in
Russian).
Otten B., Weinberg D., Gregowski M., James W.E. Management of
anti-drug antibodies against TN F-inhibitors in sarcoidosis patients.
Respir. Med. 2025; 247: 108301. DOI: 10.1016/j.rmed.2025.108301.
Wijsenbeek M., Swigris J.J., Inoue Y. et al. Effects of nintedanib
on symptoms in patients with progressive pulmonary fibrosis. Eur.
Respir. J. 2024; 63 (2): 2300752. DOI: 10.1183/13993003.00752-
2023.
Shorr A.F., Helman D.L., Davies D.B., Nathan S.D. Sarcoidosis,
race, and short-term outcomes following lung transplantation. Chest.
2004; 125 (3): 990—996. DOI: 10.1378/chest.125.3.990.
Ilkovich M.M., Novikova L.N., Baranova O.P. [Unloading and di-
etary therapy in the complex treatment of pulmonary sarcoidosis].
Terapevticheskiy arkhiv. 1996; 68 (3): 83—86 (in Russian).
Vizel A.A., Vizel 1.Yu. [Vaccination of patients with sarcoidosis] /
In: Kostinov M.P., Chuchalin A.G., eds. [Guide to clinical immu-
nology in respiratory medicine]. Moscow: ATMO; 2016: 94—99 (in
Russian).
Received: January 23, 2026
Accepted for publication: May 01, 2026

(499) 780-08-50; e-mail: pulmomoskva@mail.ru (SPIN-kon: 7742-2054;
ORCID: https://orcid.org/0000-0002-6808-5528)

Alexander G. Chuchalin, Doctor of Medicine, Professor, Academician of Rus-
sian Academy of Sciences, Head of Department of Hospital Internal Medi-
cine, Pediatric Faculty, Federal State Autonomous Educational Institution
of Higher Education “N.I.Pirogov Russian National Research Medical Uni-
versity” of the Ministry of Health of the Russian Federation; Chairman of

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/

409


https://doi.org/10.3390/jcm13237335
https://doi.org/10.3390/life14010069
https://doi.org/10.3390/ph17091106
https://doi.org/10.1016/j.juro.2011.09.057
https://doi.org/10.1515/jpm-2014-0017
https://doi.org/10.1016/j.prrv.2018.05.003
https://doi.org/10.1016/j.ccm.2023.06.005
https://doi.org/10.1007/s10875-024-01817-3
https://doi.org/10.3390/jcm13030822
https://doi.org/10.3390/jcm13030822
https://doi.org/10.1016/s2213-2600(23)00267-9
https://doi.org/10.1053/j.semnuclmed.2022.08.004
https://doi.org/10.1053/j.semnuclmed.2022.08.004
https://doi.org/10.4103/ijmy.ijmy_131_20
https://doi.org/10.3390/jcm12216701
https://doi.org/10.1183/13993003.congress-2025.PA1899
https://doi.org/10.1136/bmjresp-2025-003206
https://doi.org/10.1513/annalsats.202412-1294rl
https://www.rusmedreview.com/articles/bolezni_dykhatelnykh_putey/Differencialynaya_diagnostika_disseminirovannyh_zabolevaniy_legkih_neopuholevoy_prirody/
https://www.rusmedreview.com/articles/bolezni_dykhatelnykh_putey/Differencialynaya_diagnostika_disseminirovannyh_zabolevaniy_legkih_neopuholevoy_prirody/
https://www.rusmedreview.com/articles/bolezni_dykhatelnykh_putey/Differencialynaya_diagnostika_disseminirovannyh_zabolevaniy_legkih_neopuholevoy_prirody/
https://doi.org/10.3390/jcm13051250
https://doi.org/10.1183/16000617.0145-2019
https://doi.org/10.1016/j.pneumo.2017.08.014
https://doi.org/10.1016/j.pneumo.2017.08.014
https://www.aafp.org/pubs/afp/issues/2024/0100/sarcoidosis.html
https://doi.org/10.18093/0869-0189-2023-33-5-634-644
https://doi.org/10.18093/0869-0189-2023-33-5-634-644
https://doi.org/10.1097/mcp.0b013e3283642a7a
https://doi.org/10.2169/internalmedicine.52.0976
https://doi.org/10.18093/0869-0189-2020-30-2-213-218
https://doi.org/10.36141/svdld.v41i3.15445
https://doi.org/10.18093/0869-0189-2005-0-1-24-28
https://doi.org/10.2217/imt.14.65
http://doi.org/10.21292/2075-1230-2020-98-10-33-40
https://doi.org/10.1016/j.rmed.2025.108301
https://doi.org/10.1183/13993003.00752-2023
https://doi.org/10.1183/13993003.00752-2023
https://doi.org/10.1378/chest.125.3.990

Yyuanun A.T. u dp. Capkounno3s: heaepayibHble KIMHUYeCKUe pekoMeHnaum 2025

the Executive Board of Russian Respiratory Society; tel.: (499) 780-08-50;
e-mail: pulmomoskva@mail.ru (SPIN-code: 7742-2054; ORCID: https://
orcid.org/0000-0002-5070-5450)

Asnees Cepreii Hukonaesuy — 1. M. H., nipoceccop, akageMuk Poccuii-
CKOM aKkaJgeMuM HayK; IMpeKTop HanmoHambHOTO MEAUIIMHCKOTO MCCIIe-
JIOBaTEJIbCKOTO IeHTpa 1o npoduiio «[TyJTbMOHOIOTHS»; 3aBEAYIOLINIA
kadenpoii mynbMoHoT0rMM MHCTUTYTa KIMHUYECKOM MEIULIMHBI UMEHU
H.B.Cxnudocosckoro ®PenepaibHOro rocyaapcTBEHHOTO aBTOHOMHOTO
00pazoBaTeIbHOTO YUpeXaeHUs Boicuiero oopasosanus [1epsbiit MockoB-
CKMii rocy1apCTBeHHbII MeAULIMHCKUIT yHUBepcuTeT uMenn M. M.CeuyeHoBa
MuHucTepcTBa 3npaBooxpaHeHus: Poccuiickoit Meneparn (CeueHOBCKUIA
VHUBEpPCUTET); IJIABHBII BHEIITATHBII ITyJIbMOHOJIOT MUHUCTEPCTBA 3/1pa-
BooxpaHeHus1 Poccuiickoit @enepannu; tei.: (495) 708-35-76; e-mail:
serg_avdeev@list.ru (SPIN-kon: 1645-5524; SciProfiles: 741582; Scopus
Author ID: 7003292838; ORCID: https.//orcid.org/0000-0002-5999-2150)
Sergey N. Avdeev, Doctor of Medicine, Professor, Academician of Russian
Academy of Sciences, Director of the National Medical Research Center for
Pulmonology; Head of the Department of Pulmonology, N.V.Sklifosovsky In-
stitute of Clinical Medicine, Federal State Autonomous Educational Institution
of Higher Education I.M.Sechenov First Moscow State Medical University
of the Ministry of Health of the Russian Federation (Sechenov University);
Chief Pulmonologist of the Ministry of Health of the Russian Federation;
tel.: (495) 708-35-76; e-mail: serg_avdeev@list.ru (SPIN-code: 1645-5524;
SciProfiles: 741582; Scopus Author ID: 7003292838; ORCID: https://orcid.
0rg/0000-0002-5999-2150)

Buszenb Anekcanap AnapeeBud — 1. M. H., mpodeccop, 3aBeytonuii kKadeapoit
drusnonyibMoHonorun PeaepasbHOrO rocyIapcTBEHHOrO GIOIKETHOTO
06pa30BaTeNbHOTO YIPEXICHNUs BhICIIero oopasoBanust «KasaHckuii rocy-
JIAPCTBEHHBIN MEMIIMHCKUI YHUBEPCUTET» MUHKUCTEPCTBA 3MPABOOXPAHEHUST
Poccuiickoit @enepannu; Ten.: (843) 236-09-22; e-mail: lordara@inbox.ru
(SPIN-kom: 5918-5465; Author ID: 195447; ORCID: https.//orcid.org/0000-
0001-5028-5276)

Aleksandr A. Vizel, Doctor of Medicine, Professor, Head of Department of
Phthisiology and Pulmonology, Federal State Budgetary Educational Institu-
tion of Higher Education “Kazan State Medical University” of the Ministry
of Health of the Russian Federation; tel.: (843) 236-09-22; e-mail: lordara@
inbox.ru (SPIN-code: 5918-5465; Author ID: 195447; ORCID: https://orcid.
org/0000-0001-5028-5276)

Aiicanos 3aypoek PamazanoBuu — 1. M. H., mpodeccop, npodeccop kadeapbt
Y IbBMOHOJIOTHH (haKyJIbTeTa JOTIOJTHUTEIBHOTO MPpodecCHOHaIBHOTO 06pa-
3oBaHust DenepaabHOro rocy1apcTBEHHOTO GI0IKETHOTO 00pPa30BaTEIbHOTO
YUPEXIEHMS BBICIIETO 00pa3oBaHust «POCCUICKMIT HAIIMOHATBHBIN UCCIIe-
JIOBATEJIbCKUI MeIUIIMHCKMIA yHUBepcuTeT uMeHu H.W.TTuporosa» MuHu-
crepcTBa 3npaBooxpaneHus: Poccuiickoit @enepatmy; edt.: (495) 965-34-66;
e-mail: aisanov@mail.ru (SPIN-kom: 2723-6685; Author ID: 542371; ORCID:
https.//orcid.org/0000-0002-4044-674X)

Zaurbek R. Aisanov, Doctor of Medicine, Professor, Professor of Department of
Pulmonology, Faculty of Additional Professional Education, Federal State Au-
tonomous Educational Institution of Higher Education “N.I.Pirogov Russian
National Research Medical University” of the Ministry of Health of the Russian
Federation; tel.: (495) 965-34-66; e-mail: aisanov@mail.ru (SPIN-code: 2723-
6685; Author ID: 542371; ORCID: https.//orcid.org/0000-0002-4044-674X)

Bapanosa Onbra [TeTpoBHa — K. M. H., CTapILINii HAy4YHBII COTpyAHUK Hay4Ho-
MCCIIeIOBATENIHCKOTO NHCTUTYTa MHTEPCTUIIMATBHBIX M OphaHHBIX 3a00J1e-
BaHUi1 Jierknx Hay4HO-KJIMHUYECKOTO UCCIIEIOBATEILCKOTO LICHTPa, TOLEHT
Kadeapbl myTbMOHOIOTHH (haKyJIbTETa MOCTIEBY30BCKOTO 06pasoBanus De-
TIepaTbHOTO TOCYIAPCTBEHHOTO OI0/KETHOTO 00pa30BaTeIbHOTO YUPEKACHUS
BbIcLero oopasoBaHusi «[lepsbiit CaHkT-ITeTepOypreKuii rocynapcTBeHHbII
MEIUIIMHCKUI YHUBEpCUTET MMeHn akanemuka W.I1.TTanoBa» Munucrep-
cTBa 3apaBooxpaHeHust Poccuiickoit Deneparu; Ten.: (812) 338-78-61;
e-mail: dr_baranova@mail.ru (SPIN-kox: 2976-3947; ORCID: https//orcid/
0rg/0000-0001-5032-5442)

Olga P. Baranova, Candidate of Medicine, Senior Researcher, Research Institute
of Interstitial and Orphan Lung Diseases, Scientific and Clinical Research Cen-
ter, Associate Professor, Department of Pulmonology, Faculty of Postgraduate
Education, Federal State Budgetary Educational Institution of Higher Education
“Pavlov First Saint Petersburg State Medical University”, Ministry of Health-
care of Russian Federation: tel.: (812) 338-78-61; e-mail: dr_baranova@mail.ru
(SPIN-code: 2976-3947; ORCID: https//orcid/org/0000-0001-5032-5442)

Benesckuii Anapeii CTaHucIaBoBHY — 1. M. H., Tpodeccop, 3aBeayolnii Ka-
denpoii myTbMOHOIOTMH (haKyJIbTeTa IOTIOTHUTEIBHOTO TPOdeCcCHOHABHOTO
00pa30BaHMsI MHCTUTYTA HEMPEPhIBHOTO 00pa3oBaHusl U MPO(heCCUOHATBHOIO
pazsurust DegepanrbHOro rocyIapcTBEHHOTO ABTOHOMHOTO 06PAa30BATEIEHOTO
YUpEXIeHUs BbICIIero 00pa3oBaHus «Poccuiickuii HallMOHAIbHBIN Mccie-
JoBaTesbeKuil MeanumHekuit ynusepeutet umenn H.W.IMuporosa» MuHu-
crepcTBa 3npaBooxpaneHust Poccuiickoit @eneparmu; tei.: (495) 963-24-67;
e-mail: pulmobas@yandex.ru (SPIN-kox: 7313-8885; ORCID: https.//orcid.
0rg/0000-0001-6050-724X)

Andrey S. Belevskiy, Doctor of Medicine, Professor; Head of the Pulmonology
Department, Faculty of Additional Professional Education Institute of Con-
tinuing Education and Professional Development, Federal State Autonomous

Educational Institution of Higher Education “N.I.Pirogov Russian National
Research Medical University” of the Ministry of Health of the Russian Fed-
eration; tel.: (495) 963-24-67; e-mail: pulmobas@yandex.ru (SPIN-code:
7313-8885; ORCID: https.//orcid.org/0000-0001-6050-724X)

|Bopucon Cepreii EBreﬂbeBuq| — JI. M. H., Tpodheccop, 3aMeCTUTETh TUPEKTOpa
10 HayYHO-KJIMHUYEeCKo paboTe ['ocy1apcTBeHHOTO OI0KETHOTO YUpeske-
HUSI 3/[paBOOXpaHeHMst roposia MocKBbl «MOCKOBCKHi TOPOACKON HayYHO-
MPAKTUYECKUI IEHTP GOPHOBI ¢ TyGepKye30M JlemapTamMeHTa 31paBooxpa-
HeHusi ropoa MockBb»; Tell.: (903) 777-06-56; e-mail: sebarsik@gmail.com
(ORCID: https.//orcid.org/0000-0001-7423-5433)

, Doctor of Medicine, Professor, Deputy Director for Scien-
tific and Clinical Work, State Budgetary Healthcare Institution of the Moscow
City “Moscow City Scientific and Practical Center for Combating Tubercu-
losis, Moscow City Department of Healthcare; tel.: (903) 777-06-56; e-mail:
sebarsik@gmail.com (ORCID: https.//orcid.org/0000-0001-7423-5433)

BacunbeBa Mpuna AnarosbeBHa — 1. M. H., mpocdeccop, 3aBenyroias Kade-
npoii prusuarpun deneparbHOro TOCYIapCTBEHHOTO OI0DKETHOTO 00pa3oBa-
TEJIbHOTO YUPEXIeHUsI BBICILIEro oO6pa3oBaHus «Poccuiickuii HaMoHaIbHbII
HCCIIenoBaTebcKUil MenuMHCKuil yHuBepeuteT umenu H.U.Tluporosa»
MunucrepcTBa 3npaBooxpaneHust Poccuiickoit @eneparyn; nupexkrop De-
JIEPaTbHOIO TOCYIapCTBEHHOTO OIOKETHOTO YupekaeHus: « HaunoHambHbIi
MEIMIMHCKUI UCCIIe0BATEILCKUI LEHTP (hTU3NOIYIbMOHOJIOTUN U UH-
bekumoHHbIX 3a601eBaHMil» MUHKMCTEPCTBA 3MpaBooxpaHeHusi Poccuiickoii
®Denepann; IIaBHbI BHEIITATHbI crienuannct-bTuznatp MuHucTepeTBa
3apaBooxpaneHust Poccuiickoit @enepannm; tern.: (495) 631-15-15; e-mail:
vasil39@list.ru (SPIN-kon: 7419-9060; ORCID: https.//orcid.org/0000-0002-
0637-7955)

Irina A. Vasileva, Doctor of Medicine, Professor, Head of the Phthisiology
Department, Federal State Autonomous Educational Institution of Higher
Education “N.I.Pirogov Russian National Research Medical University” of the
Ministry of Health of the Russian Federation; Director, Federal State Budgetary
Institution “National Medical Research Center for Phthisiopulmonology and
Infectious Diseases” of the Ministry of Health of the Russian Federation; Chief
Freelance Phthisiologist of the Ministry of Health of the Russian Federation;
tel.: (495) 631-15-15; e-mail: vasil39@list.ru (SPIN-code: 7419-9060; ORCID:
https://orcid.org/0000-0002-0637-7955)

Buszens Vpuna FOpseBna — 1. M. H., mpodeccop Poccuiickoii akaneMum ecre-
cTBO3HaHMsI, podeccop Kadenapsl GruznonyibMonoaoruu derepaabHOro
TOCYAapCTBEHHOTO OIOIKETHOTO 00Pa30BATEIbHOTO YUPEXKACHUS BBICILIETO
obpazoBaHus «KasaHCKMii TOCY1apCTBEHHBII MEANLIMHCKUIT YHUBEPCUTET»
MuHucTepeTBa 3apaBooxpaHeHust Poccuiickoit @enepanmu; Tei.: (843)
236-09-22; e-mail: tatpulmo@mail.ru (SPIN-koz: 6000-3813; ORCID: https://
orcid.org/0000-0002-8855-8177)

Irina Yu. Vizel, Doctor of Medicine, Professor, Russian Academy of Natural
Sciences, Professor, Department of Phthisiology and Pulmonology, Federal
State Budgetary Educational Institution of Higher Education “Kazan State
Medical University” of the Ministry of Health of the Russian Federation; tel.:
(843) 236-09-22; e-mail: tatpulmo@mail.ru (SPIN-code: 6000-3813; ORCID:
https.//orcid.org/0000-0002-8855-8177)

Bacunbes Urops BiaaaumupoBuy — K. M. H., BeAylIMii HAYYHbII COTPYIHUK,
pykoBoauTesnbs HaydHo-uccnenoBaTenbekoit 1aboparopun «MHTEpBEHIN-
OHHasl MyJIbMOHOJIOTHsI», BpaY-TOpaKaIbHbIA Xupypr denepaibHOro rocy-
JIapCTBEHHOTO OI0KETHOTO yupexaeHus: «CaHkT-[leTepOyprekuii Hay4HO-
MCCIIEeNO0BATELCKUIT MHCTUTYT (DTU3MOIYIbBMOHOJIOTUN» MUHUCTEPCTBA
3npaBooxpaHeHusi Poccuiickont Deneparmu; te.: (812) 775-75-50; e-mail:
iv.vasilev@spbniif.ru (SPIN-kon: 7179-7188; ORCID: https.//orcid.org/0000-
0003-2168-5793)

Igor V. Vasilev, Candidate of Medicine, Leading Researcher, Head of the Re-
search Laboratory “Interventional Pulmonology”, Thoracic Surgeon, Russian
Federation Healthcare Ministry Saint-Petersburg State Phthisiopulmonology
Research Institute; tel.: (812) 775-75-50; e-mail: iv.vasilev@spbniif.ru (SPIN-
code: 7179-7188; ORCID: https.//orcid.org/0000-0003-2168-5793)

Tapmam FOmmsa IOpbeBHa — K. M. H., 3aMECTHUTEJIb IJIABHOTO Bpaya o MeIu-
LIMHCKOI1 yacTH, Bpau-drusuarp KimHuKu Ne 1, Bpau-myJ1bMOHOJIOT TOPOJI-
CKOTO KOHCYJITalIMOHHO-AMAarHOCTHYECKOTo LieHTpa ['ocyrapcTBeHHOTO
GI0/XKETHOTO YUPEXIeHUsI 31paBOOXpaHeHUst roposia MockBbl « MOCKOBCKMIA
TOPOJCKO# HAyYHO-TIPAKTUUECKUI LIEHTP OOPBOBI ¢ TyOepKyae3om Jlemapra-
MEHTa 3paBOOXpaHeHNs ropoia MOCKBBI»; NOLEHT Kadeapsl GTU3NaTpun
TeparneBThueckoro daxyibrera OeneparbHOro rocy1apCTBEHHOTO GIOIKET-
HOT0 00pa30BaTeIbHOTO YUPEXKACHMUSI IOTOTHUTEIBHOTO MPOhEeCCMOHATBHOTO
obpasoBanus «Poccuiickast MEIMIIMHCKAs aKaJeMUsT HeTPepbIBHOTO mpodec-
CHUOHAJILHOTO 00pa3oBaHus» MUHKCTEPCTBA 31paBooxpaHeHust Poccuiickoii
®Denepanny; ten.: (495) 268-08-16; e-mail: ygarmash@mail.ru (SPIN-kox:
3257-6978; ORSID: https.//orsid.org/0000-0001-6501-7944)

Yuliya Y. Garmash, Candidate of Medicine, Deputy Chief Physician for Medical
Affairs, Phthisiologist, Clinic No.l, Pulmonologist, City Consultation and
Diagnostic Center, The Moscow Research and Clinical Center for Tuberculosis
Control of the Moscow Government Department of Health; Associate Profes-
sor, Department of Phthisiology, Faculty of Therapy, Federal State Budgetary
Educational Institution of Additional Professional Education “Russian Medical
Academy of Continuous Professional Education”, Ministry of Health of Russia;

410

MynbmoHonorus « Pu’monologiya. 2026; 36 (3): 389-413. DOI: 10.18093/0869-0189-2026-36-3-389-413


mailto:serg_avdeev@list.ru
https://sciprofiles.com/profile/741582
http://www.scopus.com/inward/authorDetails.url?authorID=7003292838&partnerID=MN8TOARS
http://www.scopus.com/inward/authorDetails.url?authorID=7003292838&partnerID=MN8TOARS
https://orcid.org/0000-0002-5999-2150
mailto:serg_avdeev@list.ru
https://sciprofiles.com/profile/741582
http://www.scopus.com/inward/authorDetails.url?authorID=7003292838&partnerID=MN8TOARS
https://orcid.org/0000-0002-5999-2150
https://orcid.org/0000-0002-5999-2150
https://orcid.org/0000-0001-5028-5276
https://orcid.org/0000-0001-5028-5276
https://orcid.org/0000-0001-5028-5276
https://orcid.org/0000-0001-5028-5276
https://orcid.org/0000-0001-6050-724X
mailto:sebarsik@gmail.com
mailto:vasil39@list.ru
mailto:vasil39@list.ru
mailto:ygarmash@mail.ru

KnuHnyeckue pekomengauuu « Clinical guidelines

tel.: (495) 268-08-16; e-mail: ygarmash@mail.ru (SPIN-code: 3257-6978;
ORSID: https://orsid.org/0000-0001-6501-7944)

Tenne Hatanms AnarosbeBHa — /1. M. H., Tipodeccop, 3aBeayoniast Kadeapoi
neTcKUX Oosie3Heit MHCTUTYTa KIIMHUYecKoi MenuuuHbl PenepaibHOro
rOCyIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO YUPEXICHUS BhICIIE-
ro oopazoBanus [lepBblit MOCKOBCKUI FOCYIapCTBEHHBIN MeIULIMHCKUI
yHuBepcuter umeHn .M.CeueHoBa MuHuUCTEpCTBA 31paBooxpaHeHusi Poc-
cuiickoit Penepanun (CeueHOBCKUIT YHUBepCUTET); Teil.: (499) 248-44-22;
e-mail: geppe@mail.ru (ORCID: https://orcid.org/0000-0003-0547-3686)
Natal’ya A. Geppe, Doctor of Medicine, Professor, Head of Department of Pe-
diatric Diseases, Therapeutic Faculty, Federal State Autonomous Educational
Institution of Higher Education 1.M.Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation (Sechenov
University); tel.: (499) 248-44-22; e-mail: geppe@mail.ru (ORCID: https://
orcid.org/0000-0003-0547-3686)

3aiines Anzpeii AnekceeBud — 1. M. H., mpocdeccop, 3aBeayonnii Kadeapoii
MYJIMOHOJIOTUH (C KYPCOM aJlIeproyiori) MeAuIMHCKOTO MHCTUTYTa He-
npepbIBHOrO ob6pasoBaHusi PenepaabHOrO rOCYIapCTBEHHOTO GIOIKETHOTO
00pa3oBaTeIbHOTO YUPEXKICHUS BBICIIIEr0 00pa3oBaHust «Poccuitckuii 61o-
TexHonornueckuii ynusepcuter (POCBUOTEX)»; Tein.: (495) 263-55-55;
e-mail: a-zaicev@yandex.ru (SPIN-kox: 6549-5154; Author ID: 217005;
ORCID: https://orcid.org/0000-0002-0934-7313)

Andrey A. Zaicev, Doctor of Medicine, Professor, Head of the Department of
Pulmonology (with a course of allergology), Medical Institute of Continuing
Education, Federal State Budgetary Educational Institution of Higher Ed-
ucation Russian Biotechnological University; tel.: (495) 263-55-55; e-mail:
a-zaicev@yandex.ru (SPIN-code: 6549-5154; Author ID: 217005; ORCID:
https://orcid.org/0000-0002-0934-7313)

3unyenko IOms CepreeBHa — K. M. H., CTapLIMii HAYYHBIN COTPYAHUK, PYKO-
BOIUTEIh HAYIHO-MCCIIeI0BATENBCKOM Ta00PATOPUM M3YJEHHST XPOHMIECKUX
Hecneduuecknx 3aboneBaHuit Jerkux PeneparbHOTO rocyIapcTBEHHOTO
OroKeTHOrO yupeskieHust «CaHkT-IlerepOyprekuii HaydHO-MCCIIeI0BaTEIbCKMIA
MHCTHUTYT TU3MOMYIBMOHOIOTMI» MUHKCTePCTBA 31paBooxpaHeHust Poccnii-
ckoit Denepannu; ten.: (812) 775-75-50; e-mail: ulia-zinchenko@yandex.ru
(SPIN-kon: 5789-8223; ORCID: https.//orcid.org/0000-0002-6273-4304)
Yulia S. Zinchenko, Candidate of Medicine, Senior Researcher, Head of the Re-
search Laboratory for the Study of Chronic Nonspecific Lung Diseases, Russian
Federation Healthcare Ministry Saint-Petersburg State Phthisiopulmonology
Research Institute; tel.: (812) 775-75-50; e-mail: ulia-zinchenko@yandex.ru
(SPIN-code: 5789-8223; ORCID: https.//orcid.org/0000-0002-6273-4304)

Koctunos Muxaun [1erpoBud — 1. M. H., ipocdeccop, wieH-Kopp. Poccuiickoii
aKaJIeMU¥ HayK, 3aBeIylolInii Kaderpoil SIMaIeMIOIOTUN U COBPEMEHHBIX
TEXHOJIOTMI BakLMHaL MIHCTUTYTa npodeccnoHaibHOro oopasoBatust De-
NIePaTbHOTO TOCYIAPCTBEHHOTO ABTOHOMHOTO 00Pa30BATEIbHOTO YUPEKICHMUST
BhICIIIero oopazoBanusi [TepBbiit MOCKOBCKHMI TOCYIapCTBEHHBIN METUIIMH-
ckuii yauBepcuter uMeHu M.M.CeyeHoBa MUHKMCTEPCTBA 3APaBOOXpaHe-
Hust Poceniickoit Denepannn (CedyeHOBCKUIT YHUBEPCUTET); 3aBEMYIOIIHIA
Jlaboparopueil BAKIIMHOTIPO(MUIAKTUKY 1 UMMYHOTEPAITUN aJlJIEPTHIECKUX
3a6oseBaHuil DeneparbHOrO rocyIapcTBEHHOTO GIOKETHOTO HAyYHOTO
yupexnenusi «HayqHo-uccienoBarenbcKuit MHCTUTYT BAKIIMH U CHIBOPOTOK
nmern V.. MeunnkoBa»; TelL.: (495) 917-41-49; e-mail: monolit.96@mail.ru
(ORCID: https.//orcid.org/0000-0002- 1382-9403)

Mikhail P. Kostinov, Doctor of Medicine, Professor, Corresponding Member of
Russian Academy of Sciences; Head of the Department of Epidemiology and
Modern Vaccination Technologies, Institute of Professional Education, Federal
State Autonomous Educational Institution of Higher Education 1.M.Seche-
nov First Moscow State Medical University of the Ministry of Health of the
Russian Federation (Sechenov University); Head of the Laboratory of Vaccine
Prevention and Immunotherapy of Allergic Diseases, Federal State Budgetary
Scientific Institution “I.I.Mechnikov Vaccine and Serum Research Institute”;
tel.: (495) 917-41-49; e-mail: monolit.96@mail.ru (ORCID: https.//orcid.
0rg/0000-0002- 1382-9403)

Kpasuenko Haranbs FOpbeBHa — K. M. H., 3aBe/lyloLl[asi OpraHU3allMIOHHO-Me-
TOIMYECKKM OT/IEIOM TI0 MY IbMOHOJIOTUH U aJIeproioruu [ ocynapcTBeHHOTO
GI0IKETHOTO yupexxaeHus: ropona Mockssl «HaydHo-¥Mcce10BaTenbCKuin
WHCTHUTYT OPraHU3aL1K 3PAaBOOXPAHEHUS U MEMLIMHCKOTO MEHEKMEHTA
JlenmaptamMeHTa 31paBoOXpaHeHust ropona MockBbl»; Tei.: (495) 951-20-54;
e-mail: pulmokongress@mail.ru (SPIN-kox: 4604-4099; ORCID: https.//
orcid.org/0000-0001-5228-7793)

Natalia Yu. Kravchenko, Candidate of Medicine, Head of the Organizational
and Methodological Department for Pulmonology and Allergology, Research
Institute for Healthcare Organization and Medical Management of Moscow
Healthcare Department; tel.: (495) 951-20-54; e-mail: pulmokongress@mail.ru
(SPIN-code: 4604-4099; ORCID: https.//orcid.org/0000-0001-5228-7793)

MabkoBrmy Muxann Muxaiiiosmd — 1. M. H., mpodeccop, 3aBeayolunii Ka-
denpoii myTbMOHOIOTHY (aKyTbTeTa MOCIEANTUIOMHOTO 00pa3oBaHus,
nupektop HaydHo-HcCie0BaTeIbCKOT0 MHCTUTYTa MHTEPCTUIIMATBHBIX
n opdaHHBIX 3a601eBaHMii erkux PenepaabHOro TOCyIapCTBEHHOTO 6101-
JKETHOTO 00pa30BaTeIbHOTO YUPEXKIECHUS BbICIIEro o6pa3oBanust «[TepBblit
CankT-ITetepOyprekuii rocy1apCTBEHHbIM MEAMLIMHCKUI YHUBEPCUTET UME-

Hu akanemuka W.I1.ITaBnoBa» MuHucTepcTBa 31paBooxpaHeHust Poccuiickoit
®Deneparmy; ten.: (812) 338-78-32; e-mail: mih.ilkovich@yandex.ru (ORCID:
https://orcid.org/0000-0001-5191-445X)

Mikhail M. Ilkovich, Doctor of Medicine, Professor, Head of the Pulmon-
ology Department, Faculty of Postgraduate Education, Director, Research
Institute of Interstitial and Orphan Lung Diseases, Federal State Budgetary
Educational Institution of Higher Education “Pavlov First Saint Petersburg
State Medical University”, Ministry of Healthcare of Russian Federation;
tel.: (812) 338-78-32; e-mail: mih.ilkovich@yandex.ru (ORCID: Attps://orcid.
0rg/0000-0001-5191-445X)

JloBaueBa Oubra BukropoBHa — 1. M. H., mpodeccop, IIIaBHbI HayYHbII
COTPYIHUK oTnesa nuddepeHInaibHON TUarHOCTUKU U JICUeHUS Ty-
Gepkynesa U coueTaHHbIX MHMek1mit DexepansbHOro rocyaapcTBeHHOro
OIOMKETHOTO yupexneHust «HairmoHa bHbI MEIUIIMHCKUN UCCIIeN0Ba-
TeJBCKMI EHTP (HTU3MOIYIbMOHOJIOTUN U MH(MDEKIIMOHHBIX 3a00JieBa-
Huii» MuHKCTEpCTBA 31paBooxpaHeHust Poccuiickoit Denepaunu; te.:
(495) 681-84-22; e-mail: olga.lovacheva@yandex.ru (ORCID: https.//orcid.
org/0000-0002-3091-4677)

Or’ga V. Lovacheva, Doctor of Medicine, Professor, Chief Researcher, Depart-
ment of Differential Diagnosis and Treatment of Tuberculosis and Co-Infec-
tions, Federal State Budgetary Institution “National Medical Research Center
for Phthisiopulmonology and Infectious Diseases” of the Ministry of Health
of the Russian Federation; tel.: (495) 681-84-22; e-mail: olga.lovacheva@
yandex.ru (ORCID: https.//orcid.org/0000-0002-3091-4677)

Makapbsnn Harambs HukonaeBna — 1. M. H., pyKOBOIUTEb OTAETICHUSI TTyJTh-
MOHOJIOTMHM, 3aBeIyIolasi KypcoM ITyJbMOHOJIOTHMH Ha Kadeape Teparnuu
dakynbreTa ycoBepleHCTBOBaHUS Bpaueil ['0cy1apcTBEHHOTO O10IKETHO-
rO yUpeXIeHusl 31paBooXxpaHeHnsi MOCKOBCKOI o6macTu «MOCKOBCKMIA
00J1aCTHOM HAYYHO-MCCIIEIOBATEIbCKUIT KITMHUYECKUIT MHCTUTYT UMEHU
M.®.BiiaiMHUPCKOro»; IIaBHBI BHELITATHBINA CIELUATHCT-ITYJIbMO-
HOJIOT MUHKCTEPCTBA 3ApaBoOXpaHeHUsT MOCKOBCKOI 06acTu; e-mail:
makaryantz@yandex.ru (SPIN-kox: 6455-6060; ORCID: https://orcid.
0rg/0000-0002-6390-8759)

Natalya N. Makaryants, Doctor of Medicine, Head of the Pulmonology De-
partment, Head of the Pulmonology Course at the Department of Therapy,
Faculty of Advanced Medical Studies, Moscow Regional Research and Clinical
Institute (“MONIKI”); Chief External Pulmonology Specialist of the Ministry
of Health of the Moscow Region; e-mail: makaryantz@yandex.ru (SPIN-code:
6455-6060; ORCID: https.//orcid.org/0000-0002-6390-8759)

ManaxoB Anekcanap Bopucosnu — 1. M. H., podeccop Kadeapsl AeTCKIUX
6oste3Heit DenepanrbHOro rocy1apcTBEHHOTO aBTOHOMHOTO 00Pa30BaTEIbHOTO
yupexxaeHus Beiciiero oopaszosanust [lepsoiit MOCKOBCKHMIT TOCYIapCTBEH-
HBI MeIMUMHCKUI yHUBepcuteT uMeHu U.M.CedyeHoBa MuHucTEpCTBa
3npaBooxpaHeHusi Poccuiickoit @enepannn (CeueHOBCKUI YHUBEPCUTET);
Ten.: (985) 970-73-11; e-mail: alexis459 I m@mail.ru (ORCID: Attps://orcid.
org/0000-0002-2686-8284)

Aleksandr B. Malakhov, Doctor of Medicine, Professor at Department of
Pediatric Diseases, Federal State Autonomous Educational Institution of
Higher Education I.M.Sechenov First Moscow State Medical University of
the Ministry of Health of the Russian Federation (Sechenov University); tel.:
(985) 970-73-11; e-mail: alexis459 1 m@mail.ru (ORCID: https.//orcid.org/0000-
0002-2686-8284)

[Manssun Anppeii Teopruesnu | — 1. M. H., mpodeccop Kadenpsl pruzuarpum
1 TyJIbMOHOJIOTUH JiedeOHoTo (hakynbreta denepaabHOro rocy1apcTBeH -
HOTO OI0KETHOTO 00Pa30BaTEILHOIO YUPEXKIACHMUS BBICIIEro 006pa3oBaHusl
«Poccuiickuii yHuBEpCUTET MEAMIMHB MUHKUCTEPCTBA 31PABOOXPAHEHNSI
Poccuiickoit @eneparnu; Tein.: (916) 547-83-73; e-mail: maliavin@mail.ru
(ORCID: https.//orcid.org/0000-0002-6128-5914)

, Doctor of Medicine, Professor, Department of Phthisiol-
ogy and Pulmonology, Medical Faculty, Federal State Budgetary Educational
Institution of Higher Education “Russian University of Medicine” of the
Ministry of Health of the Russian Federation; tel.: (916) 547-83-73; e-mail:
maliavin@mail.ru (ORCID: https.//orcid.org/0000-0002-6128-5914)

IerpoB [Imutpuii BaagumupoBuy — accucTeHT Kadeapbl PONeAeBTUKY BHY -
TpeHHUX 6ose3Heit PenepaTbHOro rocy1apcTBEHHOTO OI0KETHOTO 06pa3o-
BaTeJILHOTO YYPEKICHMUS BbICILEro 00pasoBaHusi «OMCKHUI rocy1apcTBEHHbII
MEIUIIMHCKUIA YHUBEpCUTET> MUHUCTEPCTBA 3ApaBooXpaHeHus Poccuiickoit
Denepannn; Tei.: (913) 968-69-47; e-mail: dmitrpetrov@bk.ru (ORCID:
https.//orcid.org/0000-0002-5815-5895)

Dmitriy V. Petrov, Assistant Professor, Department of Propaedeutics of Internal
Diseases, Federal State Budgetary Educational Institution of Higher Profes-
sional Education “Omsk State Medical University”, Ministry of Health of the
Russian Federation; tel.: (913) 968-69-47; e-mail: dmitrpetrov@bk.ru (ORCID:
https.//orcid.org/0000-0002-5815-5895)

ITonosa Enena HukonaeBHa — 1. M. H., Bpa4-TIyJIbMOHOJIOT, Tipoceccop Kade-
JIpbI BHYTPEHHUX, MPOheCcCMOHAIBLHBIX 00JIe3Hel U peBMaToornu KimmHnku
peBMaroJjioruu, Hedposoruu u npodmartosorun umeHn E.M.Tapeesa Dejie-
PaTbHOTO rOCYAaPCTBEHHOTO aBTOHOMHOTO 00pa30BaTEIbHOTO YUPEKICHUS
BbIcIIero oopasosanus [1epBblit MOCKOBCKMIi TOCy1apCTBEHHBIN MEIULIMH-
ckuii ynusepcutet umeHn M.M.CeyeHoBa MuHKCTEPCTBA 3PaBOOXPAHEHMSI

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/

411


mailto:ygarmash@mail.ru
https://instmech.ru/article/45
https://instmech.ru/article/45
mailto:monolit.96@mail.ru
mailto:monolit.96@mail.ru
mailto:mih.ilkovich@yandex.ru
https://orcid.org/0000-0001-5191-445X
https://orcid.org/0000-0001-5191-445X
https://orcid.org/0000-0001-5191-445X
https://orcid.org/0000-0002-3091-4677
mailto:maliavin@mail.ru
https://orcid.org/0000-0002-6128-5914
mailto:maliavin@mail.ru
https://orcid.org/0000-0002-6128-5914
https://orcid.org/0000-0002-5815-5895
https://sechenovclinic.ru/hospitals/detail.php?id=631
https://sechenovclinic.ru/hospitals/detail.php?id=631

Yyuanun A.T. u dp. Capkounno3s: heaepayibHble KIMHUYeCKUe pekoMeHnaum 2025

Poccwuiickoit @eneparn (CeueHOBcKUi YHUBepeutert); Te.: (916) 121-19-
77; e-mail: elal2@yandex.ru (SPIN-kox: 3177-5363; ORCID: https.//orcid.
0rg/0000-0001-5164-4621)

Elena N. Popova, Doctor of Medicine, Professor, E.M.Tareev Clinic of Rheu-
matology, Nephrology, and Occupational Pathology, Federal State Autono-
mous Educational Institution of Higher Education [.M.Sechenov First Moscow
State Medical University of the Ministry of Health of the Russian Federation
(Sechenov University); tel.: (916) 121-19-77; e-mail: elal2@yandex.ru (SPIN-
code: 3177-5363; ORCID: https.//orcid.org/0000-0001-5164-4621)

Pomanos Baamumup Bukroposuy — 1. M. H., ipodeccop, 3aBeayoiinii OTIeI0M
drusnarpun DenepanrbHOro rocyIapCTBEHHOTO OIOMKETHOTO HAYYHOTO YIpe-
KneHus «LleHTpabHbli HaydHO-MCClIeI0BaTeIbCKUIT MHCTUTYT TyOepKyJIe3a»
MuHuUCTepCTBa HAYKKM M BhICIIEro obpasoBanust Poccuiickoit Deneparimim;
ten.: (916) 169-84-60; e-mail: romanov-vladimir-vik@yandex.ru (ORCID:
https.//orcid.org/0000-0002-0690-3345)

Vladimir V. Romanov, Doctor of Medicine, Professor, Head of the Department
of Phthisiology, Federal State Budgetary Scientific Institution “Central Re-
search Institute of Tuberculosis”, Ministry of Science and Higher Education of
the Russian Federation; tel.: (916) 169-84-60; e-mail: romanov-vladimir-vik@
yandex. ru (ORCID: https://orcid.org/0000-0002-0690-3345)

CamconoBa Mapusi BUKTOpoBHA — J1. M. H., 3aBe/yiolasi JabopaTopueii nato-
JIOTMYECKOI aHATOMUU ¥ UMMYHOosIornu PeepansbHOro rocy1apcTBEHHOTO
OIOIKETHOTO yupexkneHus: «HayqHo-1ccienoBaTeIbcKuil MHCTUTYT ITyJTb-
MoHostornu PeepaabHOr0 MEAMKO-OMOIOrMYEcKOoro areHTcTBa Poccum»,
CTapIInii HAYYHBIN COTPYAHUK J1]aG0paTOPUK MHHOBALIMOHHOW aToMopdoso-
run ['ocynapcTBEHHOTO GIOKETHOTO YUPEKICHMS 31PAaBOOXPAHEHHSI TOpo/Ia
MockBbl «MOCKOBCKMIA KITMHUYECKUIT HAYYHO-TTPAKTUYECKUIl LIEHTP UMEHU
A.C.JlornHoBa JlemapramMeHTa 3ApaBOOXpaHeHusT ropoaa MOCKBBI»; Tell.:
(495) 651-95-60; e-mail: samary@mail.ru (SPIN-kom: 9525-9085; AuthorID:
429128; ORCID: http://orcid.org/0000-0001-8170- 1260)

Mariya V. Samsonova, Doctor of Medicine, Head of Laboratory of Pathological
Anatomy and Immunology, Federal State Budgetary Institution “Pulmonology
Scientific Research Institute” under Federal Medical and Biological Agency of
Russian Federation, Senior Researcher, Laboratory of Innovative Pathomor-
phology, State Budgetary Institution Moscow Clinical Scientific Center named
after Loginov, Moscow City Department of Healthcare; tel.: (495) 651-95-60;
e-mail: samary@mail.ru (SPIN-code: 9525-9085; Author ID: 429128; ORCID:
http://orcid.org/0000-0001-8170-1260)

CuBoko308 Vibst BragumMupoBuy — /1. M. H., BEAYIIHMiI HAYYHBI COTPYIHUK,
3aBeIYIOIINIA OTIEeIeHUEM HIOCKOIIMY, pyKoBoauTe b LleHTpa aumarHo-
CTUKHU U peabuinTauuy 3abosieBaHMii opraHoB abixaHus DenepaabHOro
rOCYIapCTBEHHOTO GIOKETHOTO HAyIHOTO yupexaeHust «LleHTpanbHbIi Ha-
YUHO-MCCIIE0BATEIbCKMIA MHCTUTYT TyOepKysie3a» MUHUCTEPCTBa HAYKH
u BbiciIero oopaszosanusi Poccuiickoit denepanuu; tei.: (499) 785-91-76;
e-mail: grand63@yandex.ru (SPIN-kom: 3929-0195; ORCID: https.//orcid.
org/0000-0002-8170-3300)

Ilya V. Sivokozov, Doctor of Medicine, Leading Researcher, Head of the En-
doscopy Department, Head of the Center for Diagnostics and Rehabilitation
of Respiratory Diseases, Federal State Budgetary Scientific Institution “Central
Research Institute of Tuberculosis”, Ministry of Science and Higher Education
of the Russian Federation; tel.: (499) 785-91-76; e-mail: grand63@yandex.ru
(SPIN-code: 3929-0195; ORCID: https.//orcid.org/0000-0002-8170-3300)

ConosbeBa Mpuna IlaBiaoBHa — 1. M. H., mpodeccop, 3aBeayomiast j1abo-
paropueit maTosornyeckoil anaroMnn PenepasbHOrO rocyIapCTBEHHOTO
ABTOHOMHOT'0 00Pa30BaTEIbHOTO YUPEXIACHMsI BbIcLIero oopaszoBanus [lep-
BbIii MOCKOBCKUIT TOCYIaPCTBEHHBIN MEAVIIMHCKUI YHUBEPCUTET UMEHU
N.M.CeuenoBa MuHMCTEpCTBa 31paBooxpaHeHst Poccuiickoit Deneparimn
(CeueHoBcKUI YHUBepcHTeT); Tel.: (499) 268-25-26; e-mail: cheral12@
gmail. com (ORCID: https.//orcid.org/0000-0002-0757-6796)

Irina P. Solovieva, Doctor of Medicine, Professor, Head of the Laboratory of
Pathological Anatomy, Federal State Autonomous Educational Institution
of Higher Education I.M.Sechenov First Moscow State Medical University
of the Ministry of Health of the Russian Federation (Sechenov University);
tel.: (499) 268-25-26; e-mail: cherall2@gmail.com (ORCID: hAttps://orcid.
org/0000-0002-0757-6796)

CrapimHoBa AHHA AHIpPeeBHAa — /1. M. H., HaYaIbHUK YTIPaBJICHUsI HAyYHbIMKU
HCCIen0BaHUAMU, Npodeccop Kadenpbl hakyIbTeTCKOM Tepany ¢ KIMHU-
Koi DenepaIbHOTO TOCYIaPCTBEHHOTO GIODKETHOTO yupexaeHus « Harmo-
HaJIbHBII MEAMLIMHCKUI MCCIIeI0BaTEIbCKUI LIEHTP MMeHU B.A.AniMazoBa»
MuHnucTtepcTBa 3apaBooxpaHeHus Poccuiickoit @epepannu; tei.: (812)
670-30-03; e-mail: starshinova_aa@almazovcentre.ru (ORCID: http.//orcid.
0rg/0000-0002-9023-6986)

Starshinova Anna Andreevna, Doctor of Medicine, Head of the Scientific Re-
search Department, Professor, Department of Faculty Therapy with a Clinic,
Federal State Budgetary Institution “V.A.Almazov National Medical Research
Center”, Ministry of Health of the Russian Federation; tel.: (812) 670-30-03;
e-mail: starshinova_aa@almazovcentre.ru (ORCID: http://orcid.org/0000-
0002-9023-6986)

Crenansin Mropp DMuiibeBud — 1. M. H., mpodeccop, Beaylnuii HayIHbIN
COTPYAHUK oTAena tuddepeHInaTbHON TMarHOCTUKY TYOepKyJie3a 1 9KC-

TPaKOPIIOPAIBHBIX METOIOB JICUCHMSI, COBETHHK anpekTopa deneparbHoro
rOCYIapCTBEHHOTIO OIOIKETHOIO HAayYHOTO yupexaeHust «LleHTpaabHbIil Ha-
YYHO-UCCIIeN0BATeIbCKHIA MHCTUTYT TyOepKyJie3a» MUHUCTEPCTBA HAYKU
U BhIcIIero obpazoBanust Poccuiickoit Deneparmm; tei.: (499) 169-99-51;
e-mail: drstepanyan@mail.ru (SPIN-kox: 8854-5951; Author ID: 443264;
ORCID: https://orcid.org/0000-0002-2985-3379)

Igor’ E. Stepanyan, Doctor of Medicine, Professor, Leading Researcher of
the Department of Differential Diagnosis of Tuberculosis and Extracorporeal
Treatment Methods, Advisor to the Director, Federal State Budgetary Scientific
Institution “Central Research Institute of Tuberculosis”, Ministry of Science
and Higher Education of the Russian Federation; tel.: (499) 169-99-51; e-mail:
drstepanyan@mail.ru (SPIN-code: 8854-5951; Author ID: 443264; ORCID:
https.//orcid.org/0000-0002-2985-3379)

Tepnuropes CranuciaB AHATOJIbEBMY — [I. M. H., 3aBeylolInii Kadeapoii
BHYTpPEHHUX Oosie3Heit HCTUTyTa ycoBepleHCcTBOBaHMS Bpaueil Deje-
PaJIbHOTO TOCYAaPCTBEHHOTO OIOIKETHOTO yupexaeHus «HaimoHanbHbIi
menuko-xupyprudeckuii Llentp umenn H.U.[MuporoBa» MunucrepcTsa
3npaBooxpaHenusi Poccuiickoit Meneparmu; tei.: (499) 464-03-03; e-mail
smith42@yandex.ru (SPIN-kox: 9404-3122; ORCID: https://orcid.org/0000-
0001-5444-5943)

Stanislav A. Terpigorev, Doctor of Medicine, Head of the Department of In-
ternal Medicine at the Institute for Advanced Medical Studies, Federal State
Budgetary Institution “National Medical and Surgical Center named after
N.I.Pirogov” of the Ministry of Health of the Russian Federation; tel.: (499)
464-03-03; e-mail smith42@yandex.ru (SPIN-code: 9404-3122; ORCID:
https.//orcid.org/0000-0001-5444-5943)

TunbkoBa Banentuna BsiyeciaBoBHa — K. M. H., 3aMeCTUTE b [JITABHOTO Bpaya
10 MeIUIMHCKON yacTu PenepansbHOro rocy1apcTBEHHOIO GI0IKETHOTO
yupexaeHus «HaunmoHambHBI MEIUIIMHCKAN UCCIIEN0OBATEILCKUI LIEHTP
(rusnonyabMOHONIOrMM U MH(MEKIIMOHHBIX 3a00JeBaHMil» MUHKUCTEPCTBA
3npaBooxpaHeHust Poccuiickoit Denepariiiu, [oueHT Kadenpbl hTusnaTpun
®DeiepaIbHOTO rOCYIapCTBEHHOTO aBTOHOMHOTO 06pa30BaTeIbHOTO yUpexKIie-
HMSI BbICILIEro 00pa3oBaHust «Poccuiickuii HALIMOHATIBHbBIN MCCIIe10BaTEe b~
cKuii MenuunHcKkui yausepcuteT umenn H.U.TTuporosa» MuHuctepcTBa
3npaBooxpaHeHusi Poccuiickoit @enepanuu; ten.: (495) 631-15-15 (106.
2012); e-mail: TinkovaVV@nmrc.ru (SPIN-kox: 8318-2360; ORCID: Attps://
orcid.org/0009-0002-9104-9151)

Valentina T. Tinkova, Candidate of Medicine, Deputy Chief Physician for
Medical Affairs, National Medical Research Center of Phthisiopulmonology
and Infectious Diseases, Russian Ministry of Health; Associate Professor of
Phthisiology Department, Federal State Autonomous Educational Institu-
tion of Higher Education “N.I.Pirogov Russian National Research Medical
University” of the Ministry of Health of the Russian Federation; Ten.: (495)
631-15-15 (ext. 2012); e-mail: TinkovaVV@nmrc.ru (SPIN-code: 8318-2360;
ORCID: https://orcid.org/0009-0002-9104-9151)

Tpodumenko Mpuna HukonaesHa — 11. M. H., JIOLIEHT, 3aBeytonias Kadeapoi
KJIMHUYECKOIi aJUIeProJIOTUH U MyJIbMOHOIOrHN MIpKyTCKOIi rocynapcTBeH-
HOW MEIMIIMHCKOI aKaJeMUK TIOCIEIUITIOMHOTO 06pa3oBaHust — buanana
DenepanbHOTrO rocyIapCTBEHHOTO OIOKETHOTO 00pa30BaTeIbHOTO yupe-
JKIIEHUS IOMOJHUTEILHOTO IIpodhecCnoHaIbHOro oopasoBaHus «Poccuiickas
MEUIIMHCKAsI aKaIeMUSI HETPEPBIBHOTO MPOGMECCHOHATBHOTO 00pPA30BaHMs»
MunucrepcTBa 3npaBooxpaHenusi Poccuiickoit @enepanun; tei.: (3952)
46-53-26; e-mail: tinl 1@mail.ru (SPIN-kox: 9345-4572; ORCID: https://
orcid.org/0000-0003-2742-3794)

Irina N. Trofimenko, Doctor of Medicine, Assistant Professor, Head of Depart-
ment of Clinical Allergology and Pulmonology, Irkutsk State Medical Academy
of Postgraduate Education — a Branch Campus of the Federal State Budgetary
Educational Institution of Further Professional Education “Russian Medical
Academy of Continuing Professional Education”, Healthcare Ministry of the
Russian Federation; tel.: (3952) 46-53-26; e-mail: tin11@mail.ru (SPIN-code:
9345-4572; ORCID: https.//orcid.org/0000-0003-2742-3794)

Triopun Urops EBrenseBny — 1. M. H., mpodeccop, 3aBeayromuii Kadenpoit
PEHTTEHOJIOTUY U panuosnoruy PeeparbHOTO rocy1apcTBEHHOTO OI0KeT-
HOTO 06pa30BaTeIbHOrO YUPEXKICHMUS JOMOTHUTEIBHOTO MPOheCCHOHATEHOTO
o6pazoBaHust «Poccuiickast MEMMIIMHCKAST aKaIeMHUsT HEMPEPBIBHOTO Mpodec-
CHOHAIIBHOTO 00pa3oBaHus» MUHUCTEPCTBa 31paBooxpaHeHust Poccuiickoit
®Denepaun; tenr.: (903) 758-46-52; e-mail: igortyurin@gmail.com (ORCID:
https.//orcid.org/0000-0003-3931-1431)

Igor’ E. Tyurin, Doctor of Medicine, Professor, Head of Department of Radiol-
ogy, Federal State Budgetary Educational Institution of Additional Professional
Education “Russian Medical Academy of Continuous Professional Educa-
tion”, Ministry of Health of Russia; tel.: (903) 758-46-52; e-mail: igortyurin@
gmail.com (ORCID: https://orcid.org/0000-0003-3931- 1431)

®pannysesny Jlaiine SIHoBHA — accHCTeHT Kadeapsl MyJTbMOHONIOTHY (ha-
KYJIbTETa JIOMOJHUTEIBHOIO NpodheccoHaIbHOro oopasoBaHust MHCTUTYTA
HEeMpPepbIBHOTO 00pa3oBaHusl 1 MpodeccuoHanbHOro pa3sutus dexepanb-
HOTO roCyAapCTBEHHOTO aBTOHOMHOTO 00pa30BaTEIbHOTO YUPEXKACHUS
BbIcLIero oopazoBaHus «Poccniickuii HAMOHAIbHBII MCCIe10BATEIbCKUIA
MeaumuHcKuit yauepceuteT umeHn H.U.TTuporosa» MuHucTepcTBa 30pa-
BooxpaHeHust Poccuiickoit Denepaiinu; acCUCTEHT Kadeapbl BHYTPEHHUX
6osiesHelt (akyiapTeTa dyHIAMEHTAIbHOM MEIMUMHBI MeauUHCKOro

412

MynbmoHonorus « Pu’monologiya. 2026; 36 (3): 389-413. DOI: 10.18093/0869-0189-2026-36-3-389-413


http://orcid.org/0000-0001-8170-1260
http://orcid.org/0000-0001-8170-1260
mailto:grand63@yandex.ru
https://orcid.org/0000-0002-8170-3300
mailto:starshinova_aa@almazovcentre.ru
mailto:starshinova_aa@almazovcentre.ru
mailto:TinkovaVV@nmrc.ru
mailto:TinkovaVV@nmrc.ru
https://orcid.org/0000-0003-2742-3794
https://orcid.org/0000-0003-2742-3794
https://orcid.org/0000-0003-3931-1431
mailto:igortyurin@gmail.com
mailto:igortyurin@gmail.com
https://orcid.org/0000-0003-3931-1431

KnuHnyeckue pekomengauuu « Clinical guidelines

Hay4YHO-00pa30BaTeIbHOTO HHCTUTYTA DenepaTbHOTO rocy1apcTBEHHO-
ro GI0KETHOTO 00pa30BaTEILHOTO YUPEKIEHUs BbICLIETO 0Opa3oBaHuUs
«MOCKOBCKMI rOCyIapcTBeHHBIN YHUBepcuTeT iMeHu M.B.JlJomoHOCOBa»
TpasutenbctBa Poccuiickoit @eneparnu; ten.: (963) 973-38-01; e-mail:
frantsuzevitch@mail.ru (SPIN-kox: 4851-0402; ORCID: https://orcid.
0rg/0000-0003- 1604-3446)

Laine Ya. Frantsuzevich, Assistant Professor, Department of Pulmonology,
Faculty of Continuing Professional Education, Institute of Continuing Edu-
cation and Professional Development, Federal State Autonomous Educational
Institution of Higher Education “N.I.Pirogov Russian National Research
Medical University” of the Ministry of Health of the Russian Federation;
Assistant Professor, Department of Internal Medicine, Faculty of Fundamental
Medicine, Medical Scientific and Educational Institute, Federal State Budget
Educational Institution of Higher Education M.V.Lomonosov Moscow State
University, The Government of the Russian Federation; tel.: (963) 973-38-01;
e-mail: frantsuzevitch@mail.ru (SPIN-code: 4861-0402; ORCID: https.//orcid.
org/0000-0003- 1604-3446)

Yepusie Auapeii JIbBoBu4 — 1. M. H., mpodeccop, 3aBeAyOLINil OTAEIOM
GbyHIaMeHTaIbHOI MmylbMOHOIOoTMN DenepaabHOTO rOCYIapCTBEHHOTO
GI0/IKETHOTO yupexaeHus «HaydHo-uccienoBaTeabcKuii MHCTUTYT TyJTb-
MoHostornn» DeaeparbHOr0 MeIuKO-01oI0rnyecKoro areHTctea Poccum;
BeIYLINii HAYYHbIII COTPYIHMK JIAGOPATOPUY KIMHUUECKOI MOpdoIornu
HayuyHo-ucciienoBaTesibcKoro HHCTUTyTa MOP(hOJIOTUU YeI0BeKa UMEHU
akanemuka A.I1.ABubiHa ®PenepasbHOroO rocy1apCTBEHHOTO OIOIXKETHOTO
Hay4YHOro yupexaeHusi «Poccuiickuii HayqHbIi LIEHTP XUPYPTUU UMEHU
akanemuka b.B.TTerpoBckoro»; Ten.: (495) 651-95-60; e-mail: cheral12@
gmail.com (SPIN-kom: 4433-4567; Author ID: 473390; ORCID: https.//orcid.
org/0000-0003-0973-9250)

Andrey L. Cherniaev, Doctor of Medicine, Professor, Head of the Department
of Fundamental Pulmonology, Federal State Budgetary Institution “Pulm-
onology Scientific Research Institute” under Federal Medical and Biological
Agency of Russian Federation; Leading Researcher, Laboratory of Clinical
Morphology, Avtsyn Research Institute of Human Morphology of Federal
State Budgetary Scientific Institution “Petrovsky National Research Centre
of Surgery”; tel.: (495) 651-95-60; e-mail: cheral 12@gmail.com (SPIN-code:
4433-4567; Author ID: 473390; ORCID: https://orcid.org/0000-0003-0973-
9250)

IlImenes EBrennit UBanoBMY — 1. M. H., ipocdeccop, IIaBHbIM Hay4YHbBIM
CcOTpyAHUK oTnena nuddepeHnanbHoi uarnoctuku MegepanibHOTO
TOCYIapCTBEHHOTO OIOKETHOTO HAYYHOTO yupexkneHusl «LleHTpanbHbIi
Hay4YHO-UCCIeN0BATEIbCKUIT UHCTUTYT TyOepKyie3a» MuUHHUCTEPCTBA
HayKM U BbIclIero oopasoBaHusi Poccuiickoit @enepaunu; tei.: (499)
785-90-08; e-mail: eishmelev@mail.ru (ORCID: https://orcid.org/0000-
0002-1908-5601)

YyacTtue aBTOpOB

Bce aBTOpBI BHECTM CYIIECTBEHHDI BKJIAJL B IPOBEAECHUE TTOMCKOBO-aHAIN-
TUYECKOU PabOThI U MOATOTOBKY CTAThH, MPOYWIM U OXOOPUIN (PUHATBHYIO
BEPCHUIO 10 MyOJIMKALMK, HECYT OTBETCTBEHHOCTD 32 LIEJIOCTHOCTb BCEX YacTeil
CTaTbU.

Evgeny 1. Shmelev, Doctor of Medicine, Professor, Chief Researcher of the
Department of Differential Diagnostics, Federal State Budgetary Scientific
Institution “Central Research Institute of Tuberculosis”, Ministry of Science
and Higher Education of the Russian Federation; tel.: (499) 785-90-08; e-mail:
eishmelev@mail.ru (ORCID: https.//orcid.org/0000-0002- 1908-5601)

IIImeneBa Haranps MuxaiiioBHa — K. M. H., IyJbMOHOJIOT ['0Ccy1apcTBeHHOTO
OIO/IKETHOTO yUpeXIeHUsI 31paBooxpaHeHust « KoHCy IbTaTHBHO-IMarHOCTH -
yeckuit 1ieHTp Ne 6 JlenmaptameHTa 31paBoOXpaHeH st ropoaa MOCKBbI»; Tel.:
(903) 237-89-02; e-mail: 09shmeleva@mail.ru

Natalya M. Shmeleva, Candidate of Medicine, Pulmonologist, State Budgetary
Healthcare Institution Moscow “Consultative and Diagnostic Center No.6
Moscow City Department of Healthcare”, Head office; tel.: (903) 237-89-02;
e-mail: 09shmeleva@mail.ru

DcaysoBa Hatanbs AnekcaniapoBHa — K. M. H., 3aBe/lyloLias OTaeneHueM aud-
(bepeHLIMATBHOI IMaTHOCTUKY TyOepKyJie3a YpalbCKOro HayqHO-HMCCIe0-
BaTeIbCKOTO MHCTUTYTa TH3HONMyIbMOHONOrMK — hrnana denepaibHOro
roCyIapCTBEHHOTO GIOIKETHOTO yupexneHus: « HalmoHanbHbli MeANH-
CKMUIl UCCIIENOBATENIbCKUIN HEHTP (DTU3MOITYIEBMOHOIOTUN U MH(MEKITMOHHBIX
3abosieBaHnil» MUHUCTEpCTBA 30paBooxpaHeH st Poccuiickoii Denepanni;
Tei.: (922) 204-04-97; e-mail: esanatl @yandex.ru (ORCID: https://orcid.
org/0000-0001-9565-3570)

Natalia A. Esaulova, Candidate of Medicine, Head of the Department of Dif-
ferential Diagnosis of Tuberculosis, Ural Federal Research Institute of Phthi-
siology and Pulmonology — a Branch of National Medical Research Center
for Phthisiology, Pulmonology and Infectious Diseases, Healthcare Ministry
of Russia; tel.: (922) 204-04-97; e-mail: esanatl @yandex.ru (ORCID: https.//
orcid.org/0000-0001-9565-3570)

Soaouckuii [Terp Kasumuposuy — 1. M. H., mpodeccop, aupekrop Penepanb-
HOT'O TOCYIapCTBEHHOTO OlokKeTHOTO yupexknenus «Cankr-IlerepOyprekuit
HayYHO-MCCIIEI0BATEbCKUIT MHCTUTYT GTH3MOITYTBMOHOIOTM» MUHKCTEp-
cTBa 3npaBooxpaHeHust Poccuiickoit deneparyu; mpopekTop Mo MeAULMH-
cKoii nesrensHocTH DeneparbHOro rocy1apcTBEHHOTO GI0IKETHOTO 00pa-
30BaTeJILHOTO yupexXIeHus Bhiciero oopasopaHus «Cankr-Ilerepoyprekuit
rocyIapcTBeHHbI yHuBepcuteT» [IpaButenbctBa Poccuiickoit Deneparuu;
ten.: (812) 775-75-50; e-mail: piotr_yablonskii@mail.ru (SPIN-xox: 3433-
2624; Author ID: 196793; ORCID: https.//orcid.org/0000-0003-4385-9643)
Petr K. Yablonskiy, Doctor of Medicine, Professor, Head of Russian Federation
Healthcare Ministry Saint-Petersburg State Phthisiopulmonology Research
Institute; Vice-Rector for Medicine, Federal State Budgetary Educational
Institution of Higher Education “St. Petersburg State University”, Government
of the Russian Federation; tel.: (812) 775-75-50; e-mail: piotr_yablonskii@
mail.ru (SPIN-kox: 3433-2624; Author ID: 196793; ORCID: https://orcid.
0rg/0000-0003-4385-9643)

Authors Contribution

All authors made a significant contribution to the preparation and writing of
the article, read and approved the text of the publication, and are responsible
for the integrity of all parts of the article.

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/

413


https://orcid.org/0000-0003-0973-9250
https://orcid.org/0000-0003-0973-9250
https://orcid.org/0000-0003-0973-9250
https://orcid.org/0000-0003-0973-9250
https://www.minobrnauki.gov.ru/
https://www.minobrnauki.gov.ru/
https://orcid.org/0000-0002-1908-5601
https://orcid.org/0000-0002-1908-5601
https://orcid.org/0000-0002-1908-5601
mailto:09shmeleva@mail.ru
mailto:09shmeleva@mail.ru
https://orcid.org/0000-0003-4385-9643
https://orcid.org/0000-0003-4385-9643
https://orcid.org/0000-0003-4385-9643

https://doi.org/10.18093/0869-0189-2026-36-3-414-421 ‘ M) Check for updates

O6HoBneHue MexayHapoaHON MEXAUCLMMIIMHAPHON
KnaccudukaLmm MHTePCTMLMANbHbIX MHEBMOHUMN;
3asBneHune EBponenckoro pecnupatopHoro / AMep1KkaHcKoro

TOpaKanbHoro obwects (0630p HOBLIX peKOMeHZaLMK)
E.U.IlImeaes ', C.H.As0ees’

! @enepastbHoe rocyapcTBerHoe OlKeTHOE HayyHoe yupexienne «[[eHTpabHblil HayyHO-HCCIIeA0BATEbCKHIT HHCTHTYT TyOepKy/e3a» MuHHCTeDCTBA HAYKH
u Bbicuiero oopasosanns Poccuiickoii ®enepamun: 107564, Poccust, Mocksa, ya. flysckas anies, 2

7 (eniepaibHoe TOCYIAPCTBEHHOE ABTOHOMHOE 00pA30BaTeIbHOE YUPEK/IeHHe Bbicmero 00pasopanns Ilepsbrii MocKoBCKHii rocy1apCTBEHHbII MeTHIMHCK
yrmsepcntet mvenn .M. Ceuerosa Mummcrepcrsa 3apaooxpanerust Poccuiickoii Oenepamm (Cevenoscxmii Yausepenrer): 119991, Pocens, Mocksa,
yi1. Tpybenkas, 8, ctp. 2

Pesome

AKTYaJIbHOCTb HACTOsIIE PabOThI OMpenesisieTcss He0OOXOAMMOCThIO BHEAPEHUS] BO BPaueOHYIO MPAKTUKY MOCAEIHUX JOCTVKEHUI HaydyHOM
MBICJIM T10 MPpo0JIeMe MHTePCTULMAIbHBIX 3a00aeBaHuii erkux (M3J1). Leabio paboThl SIBISIOCH 00CYKIIEHUE OCHOBHBIX OOHOBJIIEHHBIX PEKO-
MeHmaimii o knaccudukanuu M3J1 EBponeiickoro pecriupatopHoro (European Respiratory Society — ERS) / AMepuKaHCKOTO TOpaKaJbHOTO
(American Thoracic Society — ATS) o6uiectB. PesyabTaTsl. B cTaThe nmpuBeaeHb OCHOBHBIC YTOUHSIIOIIME U3MEHEHUST MEXIyHAPOIHOW KIacCHu-
ukanuu MU3J1, pekomenayemble akcriepraMmu ERS / ATS. B HOBOM TOKyMeHTe MpPEMIOXKEHbl 3 OCHOBHbIE M3MEHEHMSI: pacIlIMPEHUE TIOHSITUS
«MHTepcTUlManbHas mHeBMOHMS» (MIT) 3a cueT BKIIIOYEHUST BTOPUUHBIX CIIyyaeB; BBeJeHE HOBbIX cyOokaTeropuii UI1; BbiieneHue Takux cyo-
KaTeropuii, Kak MHTepCTULIMaIbHbIe (HD1OpO3HbIe U He(hrOPO3HbIE) HAPYIIIEHUS] U PACCTPOMCTBA aJIbBEOISIPHOTO HAKOIUIEHUsI. B cTaThe netanb-
HO pa30MpaeTcsi CyLIHOCTh MpeaiaraeMblx H3MeHeHU . 3akmoyenue. [1py MCnonb30BaHUM MEXIUCLIMILIMHAPHOTO MOAX01a KOMUTETOM dKCIep-
TOB ObLTa pa3paboTaHa OOHOBJIEHHAsI CTPYKTypa Kiaccudukaimu MIT: pacimmpeHs! penblayiue CTpyKTyphl, BEIXOISIINE 32 PAMKU UIUOTIATH-
Yyeckux 3a007eBaHMi, yTOYHEHA TEPMUHOJIOTHS OPOHXMONIOLEHTPUUECKON UHTEPCTUIIMATBHON MTHEBMOHUU U allbBEOJISIPHO-MaKpodaraabHOn
nHeBMoHuU. UTT Takxke pacrpeneseHbl Ha MHTEPCTULMATbHbIE U albBeOJIsSIpHbIC HapyLIeHusl HanoaHeHus. [IpencrasieHa noapobHast uHdop-
Mallvst O Pa3IUYHBIX TOCTIKCHUSIX B 00JIACTU MOJIEKYJISIPHOM MEIUIIMHBI, OTIPee/IeHbl OyIylue PUOPUTETHI UcclenoBanmii. OXuUmaaeTcs, 4To
9TU OOHOBJIEHUSI HE TOJIBKO MOMOTYT B JICUSHUU MAMEHTOB, HO U HAMpPaBsT OyIylllMe MCCIeNOBAHMS Ha JalbHelIIee yaydylleHue MTOHMMaHUs
MPUPOBI OTUX 3a00JIEBaHUI, YTO MPUBEET K AaTbHEUIIMM OOHOBJICHUSIM 3TOTO TOKYMEHTa 3a CUET paclUMpPeHUst Kpyra o0cyxXaaeMblx IpooieM
W, B Uzieasie, TIO/IBEICHUsI OoJiee TITyOOKOI GMOIOTMYeCcKOil OCHOBBI JUTS pa3/iesIeHUsT 3a00IeBaHUI Ha TIOTPYTITIHL.

KnroueBbie cioBa: MHTepCTULIMATIBHBIE O0I€3HU JIETKUX, HOBBle pekomeHaauu ERS / ATS.

Kondumxkr untepecoB. KoHMIMKT MHTEPECOB aBTOPaMU He 3asiBJICH.

®unancuposanne. OrHaHCHPOBaHME PAOOTH OTCYTCTBOBAJIO.
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Abstract

The relevance of this work is determined by the need to implement the latest scientific advances in the problem of interstitial lung diseases (ILD)
into medical practice. The aim of the work was to discuss the main updated guidelines for the classification of ILD by the European Respiratory
Society (ERS)/American Thoracic Society (ATS). Results. The article presents the main clarifying changes to the international classification of ILD
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recommended by ERS/ATS experts. The new document proposes three main changes: expansion of the concept of “interstitial pneumonia” (IP)
by including secondary cases; introduction of new subcategories of IP; identification of such subcategories as interstitial (fibrotic and non-fibrotic)
disorders and disorders of alveolar accumulation. The article provides a detailed analysis of the essence of the proposed changes. Conclusion.
A committee of multidisciplinary experts developed an updated structure for the classification of interstitial lung diseases. This structure expands the
classification beyond idiopathic diseases, clarifies the terminology for bronchiolocentric interstitial pneumonia and alveolar-macrophage
pneumonia, and further divides interstitial and alveolar filling disorders. Detailed information on various advances in molecular medicine is
presented, and future research priorities are identified. These updates are expected not only to improve patient care but also to guide future research
toward further understanding of these diseases, leading to further updates of this document by expanding the range of issues discussed and, ideally,

providing a deeper biological basis for subgroups of the conditions.
Key words: interstitial lung diseases, new ERS/ATS guidelines.
Conflict of interest. The authors declare no conflicts of interest.
Funding. This work received no funding.

© Shmelev E.I., Avdeev S.N., 2026

For citation: Shmelev E.I., Avdeev S.N. Update of the International Multidisciplinary Classification of Interstitial Pneumonias: European
Respiratory Society/American Thoracic Society statement (overview of the new guidelines). Pul’monologiya. 2026; 36 (3): 414—421 (in Russian).

DOI: 10.18093/0869-0189-2026-36-3-414-421

CylIHOCTh UAMOTIATUYECKUX MHTEPCTULIMATIbHBIX TTHEB-
moHuit (MUII) no cux rop ocraeTcs 3araakoi 1 moHUuMa-
eTCs MPaKTUYECKUMU BpayaM1 HEOTHO3HAYHO.

B 2002 r. onyb6aukoBaHbI MiepBbie cornameHust Es-
porneiickoro pecrnupatopHoro (European Respiratory
Society — ERS) / AMepuKaHCKOTO TOPaKaJlbHOTO
(American Thoracic Society — ATS) 00I11eCTB TI0 CUCTe-
Matusanuu MUIIT [1]. B 2013 r. mo Mepe HaKOMIeHUs
nHdopmMauu oOHOBJIEHAa U OMyOJIMKOBaHA MEXIY-
HapoaHas MYJbTUANCIUIIMHAPHAS KiIaccuduKanms
MMNII, Bxiroyaomas 6 OCHOBHBIX, 2 peakuX (heHOTHUIIa
u 1 Heknaccuduuupyemoiii Bapuant MUII [2]. D10 6611
OOJIBIION 1IAr BIIEpe.T, MO3BOJSIONINIA JIyqIle pa3on-
paThbCcs B AUArHOCTUKE U JiedeHUM pasdandHbix MUTI.
OnHaKo B HACTOSIIIMIA MOMEHT BO3HUKJIA HEOOXOIM -
MOCTb B OOHOBJIECHUM U COBEPILIEHCTBOBAHUU KJIaCCU-
dukanuum UUII. B 2025 r. 32 skcnepta 00beIUHUIU
YCWINS Y TIPEJIOKUIIA OCHOBHBIE M3MEHEHUSI K KJlac-
cudpukanum MUII [3, 4]. XoTsg B 1TaHHOM TOKYMEHTE
HCMOJIb30BaH TEPMUH «MHTEPCTUIIMATIbHASI THEBMOHUSI»
(AIT) — (6e3 onpeneieHUST «<UINOMATHIECKAS»), TEP-
MUH «MHTePCTUIIMATbHBIE 3a00eBanust jerkux» (M3J1)
TaKKe MOXKET MCIIOIb30BaThC IS 0003HAYCHUST TUX
0oJIe3HEe! U CoXpaHseTCsl B KaueCTBE OCHOBHOTIO IJIs
HEKOTOPBIX KOHKPETHBIX IMarHo30B. HecMoTpst Ha He-
KOTOpBIe OTpaHUYCHUSI, KOMUTET KCIIEPTOB IIPEIIIO-
Yyesl TEPMUH «MHTePCTUIIMANIbHASI THEBMOHUS» IJISI CO-
XpaHEHUs MPeeMCTBEHHOCTU ¢ fokymMeHTamu (2002 [1]
u 2013 [2]) mo 3Toi1 TeMe U JIydlllero oxpata HapyleHuin
HATIOJIHEHUST ATbBEOJI (T. €. «ITHEBMOHUW» ).

AKTYaJIbHOCTb PabOTHI OTpeaessieTcsl He0OXOIMMO-
CTbIO BHEAPEHUS TTOCIEAHUX JOCTUKEHUM HAYyYHOM MbIC-
Jm 1o ripo6aeme M3J1 qist BHeaApeHUs UX BO BpaueOHY1O
MIPaKTUKY.

Llenbro HacTosiIeit pabOTHI SIBISIIIOCH OOCYXIEHUE
OCHOBHBIX OOHOBJIEHHBIX pekoMeHnauuii ERS / ATS
no kiaccudukaruu U3JI.

HexoTopslie 3ab60eBaHUS JETKUX, MTOpaxKaollne
JITOYHBI MHTEPCTULIMI, BKIIFOYasi THEBMOKOHMO3HI,
3a00J1eBaHUSI MEJIKMX IbIXaTeIbHbIX MyTel, TETrOUHbIE
COCYIMCThIE 3a00JIeBaHMSI, CAPKOMI03, CHHIPOMBI aJIbBe-
OJISIPHBIX KPOBOTEUCHUIA, TIOCTICACTBUS TPAHCIUTAHTAIIN
JIETKUX, 3200JIeBaHUS JIETKUX Y TAIIMEHTOB C UMMYHOJIC-
(uLTOM, NMEPBUYHbBIC JIETOYHbIE UH(DEKITUU, TUCTUOLIH -

TapHble 3a00JIeBaHMSI, TAKHWE KaK TMCTUOLUTO3 U3 KJIETOK
Jlanrepranca u 6ose3Hp Dpareitma—Yectepa, muMbaH-
TMOJIEMOMMOMATO3 U UHTAISILMOHHAs TpaBMa, B HaCTOS -
1IeM TOKYMEHTE B ITOJIHOM 00beMe He pacCMaTprBarOTCS.
B pamMkax m1aHHOTO 3asiBJI€HUSI KOMUTET SKCIEPTOB ObLIT
3amHTepecoBaH B paccMoTpeHuu UIT ¢ ayronMMyHHBIMUI
MMpU3HaAKaMM, OMHAKO OBUIO pelleHO, UYTO I HaIexKa-
LLIETO PACCMOTPEHUSI ITOM TEMBI TPEOYETCSI CTieLIMaabHbIIA
JTOKYMEHT.

Takum obpa3zoM, B HOBOM JOKYMEHTE Tpeajiarator-
cs1 3 OCHOBHBIE U3BMEHEHUSI, KOTOPBIE PACCMATPUBAIOTCS
bonee moapoOHo [3].

1. PaCLUI/IPEHVIe NOHATUA KMHTEPCTULUANbHAA
NHEBMOHUA» 3a CYET BKINMHOYEHNA BTOPUYHLIX Cly4yaeB

B noxymenTax 2002 u 2013 rr. [1, 2], kacaromuxcs Kjiac-
cudukanuu UIT, ocHoBHOE BHUMaHUE yAEJISII0Ch UM -
OITaTMYECKUM 3a00JIeBaHUSAM, OMHAKO YeTKOTO 000CHO-
BaHMSI JUISI OTAEJCHUS UIMOTIaTUYECKUX MTPUYUH OT He-
UINONATUYCCKUX (BTOPUUHBIX, T. €. YCTAHOBJIICHHBIX)
0OJIBIIIE HE CYIIECTBYET, ITIOTOMY IIPEACTABICHA eIITHAS
cucrteMa KiacCuUKau, B KOTOPYIO BKIIOUEHBI BCE
WII. HecMoTps Ha TO, 4TO onpeaeieHUe MepBOMPUINHBI
ITAaHHOTO 3a00JIeBaHMSI TTO-TIPEKHEMY UMEeT KIIMHIYIE -
CKOe 3HaYeHHUE, IMPU MCIOJIb30BAHUM 3TOTO ITOIX0ma
cleayeT MpU3HaTh, YTO BO MHOTHUX CIIYJasiX THOJIOTHUS
Ha HayaJlbHOM 3Tare ocTaeTcs HesscHoi. Kpome Toro,
HEKOTOpPbIE M3 3TUX IMATHO30B PEAKO CUYUTAINCH UV -
omnaTudecKUMM (HaAIIpuUMep, pecrmMpaTOpHBIA OPOH-
XUOJIUT, accoluupoBaHHbiii ¢ U3J1, neckBamaTuBHas
UHTepcTUlIMaibHas mHeBMoHus (JANIT) numeror Hecom-
HEHHYIO CBSI3b C KypeHUeM). DTOT KilacCU(PUKaLMOHHbII
IMOIXOM HaMEePEeHHO CTPYKTYPUPOBAH TaKUM O0Pa3oM,
YTOOBI BHOBB BBISIBJICHHBIC IIPUUYUHBI MOXKHO OBIJIO JIETKO
J00aBUThH B CIIUCOK BTOPUYHBIX 3a00J1€BaHU, CBSI3aH-
HbIX ¢ M3JI, ¢ KaxabIM HOBBIM 00pa3loM, CIIOCOOCT-
BYIOIIUM JaTbHEHIIIeMy OOHOBICHHIO KiIacCU(PUKAITUN
1 TEPMUHOJIOTUH T10 MepPe TTOSIBJICHUST HOBO# MH(pOpMa-
LIMU 00 3TUX 3a00JIEBaHUSIX.

OO6HoOBIIEHHBIN TToaX0/1 K Kitaccudukaiuu UIT ERS /
ATS (2025) mipencrasiex B Tabimiie. OCHOBHOE BHUMA-
HUeE yIensieTcs CTpaTU(UKALIK TTAIEHTOB IT0 OCHOBHBIM
TUCTOJIOTUYECKHM 1 PEHTIeHOJIOTMYECKUM TTpU3HaKaM.
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[Tpu 5TOM TTOZIXO/IE TO-TIPEXKHEMY MOAUEPKUBAETCS pa3-
JIMYMe MEXIY MaTTepPHOM U MYJbTUAUCIUTIIMHAPHBIM
KIMHUYIECKUM JUArHO30M (HarpuMep, HecriempraecKast
nHTepcTriMaibHas mHeBMonust (HCHUIT) — aTo marTepH,
a «<upnonatuyeckass HCUIT» — KIMHUYECKUIA THATHO3).

2. BeefieH1e HOBLIX CybKaTeropun UHTEPCTULMANBLHON
NHEBMOHUM [3]

2.1. BBeneHue TepMrHa «OpOHXUONIOLEHTPUYECKAS UH-
TepctuliaiabHas nmaeBMoHus» (BUIT). B nokymeHTax
2002 n 2013 rr., kacarommxcs kiaccudukauum NI,
OCHOBHOE BHUMaHUE YIEJISIOCh UAMONATUYECKUM 3200-
JIEBaHUSIM, OTHAKO YETKOTO 0OOCHOBAHMS 11 OTACICHUS
UIMOTIATUYECKUX MMPUUUH OT HEUIUOTIATUIECKUX (BTO-
PUYHBIX) IPUYUH OOJIbIIE HET, TO3TOMY Tpe/NCTaBIeHa
eAuHasl cucTteMa KiaccuduKaluuu, KoTopas BKIOYaeT
B ce0s1 Bce UTI.

2.2. 3aMeHa HETOYHOTO TEPMUHA «OCTPast UHTEPCTH -
1IMaJibHasl TTHEBMOHUST» Ha TEPMUH «AINOTIaTUIECKOE

nuddy3Hoe anbBeoJIsIpHOE ToBpexaeHue» (idiopathic
diffuse alveolar damage) c yueToM MOTEHILIMATbHOU! BO3-
MOXHOCTH OCTPbIX MposiBaeHuit apyrux MII.

2.3. 3ameHa TepMUHa «IeCKBaMaTHBHAs MHTEPCTUII-
aJibHasi MTHEBMOHUSI», KOTOPasl He SIBJISIETCS Pe3yJIbTaTOM
JleCKBaMalliK aJIbBEOJISIPHBIX TTHEBMOIIMTOB, KaK TIEPBO-
HavaJIbHO MIPEATIONarajoch, Ha 00Jiee TOUHBIN C ITO3ULINHT
MOP(OIOrNYeCKUX U3MEHEHU TEPMUH «aJIbBEOJISIPHO-
MakpodaranbHasi MTHeBMOHUs» (alveolar macrophage
pneumonia).

DTU N3MEHEHMS B TEPMUHOJIOTUH (0003HAYECHUSIX) TT0-
3BOJISIT U30€KaTh ITyTAHUIIBI U JIYYIIIe OTPaXKaTh CYIIIHOCTh
MaTOJOTUYECKUX U3MEHEHU I MPU 3TUX 3a00JIeBaHUSIX.

3. BoigeneHue cybkateropui: MHTepCTULMANBHBIE
(ubpo3HbIe U HehUOPO3HbIE) HApyLLEHNSA
1 paccTpoicTBa anbBEONAPHOro HakonneHus [3]

IIpemnaraeTcs BBIACIATH 2 KIIOUEBBIX TTOJOXKCHUS,
KOTOpPBIE OTPaAXKAIT OCOOEHHOCTU TeUeHUSsI 3a00JIeBaHUIA:

Tabauua

Mopdoaoeuneckue ocobernocmu uHmMepCMUUUAILHBIX 3000.1€6aHUIl, 3000.1€6AHUI A1bEEOAAPHO20 HANOAHEHUS
u conymcmeyroujue KAUHUKO-PeHmM2eH0.102u1ecKue U namoao2u4eckue OuazHo3bl

Table

Morphological features of interstitial diseases and alveolar filling diseases and associated clinical, radiological

and pathological diagnoses

OCHOBHbIE KNUHUKO-PeHTreHonoru4eckme U natonornyeckue auarHosbl

BTOpVI‘-IHbIe I'IepBMqule | namonatuyeckue

Bropuyxas OUM (Hanpumep, C3CT, I, nekapcTBeHHbIe

Bropuytas HCUM (Hanpumep, C3CT — IT1, nekapcTBeHHbIe Npe-

Bropuynas BUM (Hanpumep, M — C3CT, acnupauus, nHranauu-

Bropuybiii MMMN®3 (Hanpumep, UN®, C3CT, I, nekapcTeHHbIE
npenaparbl, 06ny4eHue, TpaHCNaHTaUKs (PeCTPUKTUBHLINA anno-
rpadiT-CHHAPOM, NeroyHas nHdekuus (nocTrybepkynestas), npo-

JleKapCTBeHHbIe npenapaTtbl, acnupauus, HaCJ‘IeACTBeHHbIﬁ)

Bropuynas AMI (Hanpumep, kypenne — C3CT, npuem nekapcrs,

Wavonatuyeckuit nerouHbIit mopo3s
(namonatnyeckas OWM)

Wawnonatuyeckas HCUMN
Wavonatuyeckas BUM
(npenBapuTenbHbIA AMario3s)

Wawnonatuyeckoe JAI (ocTpas
MHTEPCTULMANbHAA THEBMOHMS)

Wavnonatnyeckuit NMMNOI

Wnvonatuyeckas NN

KpunTorentas OI (namonatnyeckas
on)

Wamnonatuyeckuit PB / U3N

Wnvonatuyeckas AMIM

HanpuMep, 0CTPas U XPOHUYECKas 303UHOCMNBHAs NHEBMOHMS, NEroYHbIN anbBEONAPHbIA NPOTENHO3,

Heckonbko komGuHauui (Hanpumep, HCUM + O, OUM + MN®3)

Heknaccudpuumpyemas U3J1 (MHoxecTBeHHbIE HeonpeaeneHHbIe NaTTepHbI)

Mopdhonornyeckue natrepHbl ‘
NatTepH N0 AaHHbLIM Mopdonorum
1 BM3yanu3auuu ‘
WHtepcTuumanbhble | OWM
naTTepHbl npenaparbl)
HCUN
naparbi)
Bun
OHHOE BO3/ie/ICTBME, NeKapCTBEHHbIE Npenaparthb)
DAM* BropuyHble [JAl (MHOXeCTBEHHbIE NPUYUHDI)
nne3
theccroHanbHble (hakTopbI)
nmn Bropuynas JINN (Hanpumep, C3CT, ummyHopeduumT)
MatTepHb! on Bropuynas Ol (Hanpumep, C3CT, nocTuHcheKUMOHHas,
anbBeonsipHoOro neKkapcTBEHHas, acnupaunoHHas)
HanonHeHns
PB /3N Bropuunblii PB [ U311 (Hanpumep, kypexue — C3CT,
AM
acnupaums, HacneacTBeHHas)
Penkue 3abonesaHns anbBeo-
NAPHOTO HaMoNHeHNs NMNoMaHan NHeBMOHMSA
Dpyrue KoMGuHMpoBaHHbIe naTTepHbI
Heknaccuduumpyembii
natTepH

Mpumeyanme: OUM - obblyHas nHTepcTULanbHas nHesMonus; HCUM — Hecneundmnyeckas uHTepcTiLManbHas nHesMoHus; BIAM — BpoHxvonoLeHTpudeckas HTEpCTULMANbHas MHEBMOHNS;
[JAM - andhchyaHoe anbBeonsipHoe nospexaetve; MMOS - nnesponapexxumarosHblii ubpoanactos; JIAM - numbonaHas uHTepcTLManbHas nHeBMoHIS; O - opraH3yHoLLasc NHEBMOHNS;
PB - pecnupatopHbiit 6poxxionuT; U311 - uktepcTuumansHoe sabonesatue nerkux; AMIM - anbBeonspHo-MakpodaransHas nHesMorus; C3CT — cucTemHble 3aboneBaHs COSRMHUTENBHON
TkaHu; [T] - runepuyBCTBUTENbHbIN THEBMOHNT; * — MPEXHEE HA3BaHE — OCTPas MHTEPCTULMANbHAs MTHEBMOHNS; ™ - MPEXHee HadBaHue — AeckBaMaT/BHas MHTEPCTULMATbHAR MTHEBMOHMS.

Note: *, former name - acute interstitial pneumonia; **, former name - desquamative interstitial pneumonia.
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* paslesieHue Ha MHTEPCTULIMAJIBHBII TUII M TUII aJIbBe-
OJISIPHOTO HAKOTUIEHUST BEChMa YCIIOBHO, TIOCKOJIBKY
«9UCTHIC» BApMAHTHI BCTPEUYAIOTCS PEIKO, a OOBITHO
MMPOUCXOIUT COUETaHUe STUX BapruaHTOB. O0Opa3 ajb-
BEOJISIPHOTO HaKOILJIEHUs B OyayllieM OyneT pa3neeH
B 3aBUCMMOCTH OT KJIETOK WJIM MaTepuasia, 3aroJTHsI -
IOIIMX aJTbBEOJIbI. DTa OOHOBIICHHAS KJIaCCU(PUKALIVST
OCHOBaHa Ha OTJIMYMTEJIBbHBIX XapaKTePUCTUKAX, TMe-
IOIIMX OMOJIOTMYECKOe, MPOrHOCTUYECKOE U TepareB-
TUYECKOE 3HaUEHUE;

*  BaXHOCTb OXMIAEMOTO TEUCHMSI OOJIE3HEIT cCoXpaHsI-
eTCs 1 TOTIOJTHUTEJIBHO YTOUHSIETCSI C YUETOM CYIIle-
CTBOBaHMS 3HAYUTEIbHOU BapruabeIbHOCTH MEXIY
OCHOBHBIMHU KaTeTOPUSIMH U BHYTPHM HUX, a TAKKe
WHINBUIYAJTBHBIX OCOOCHHOCTEIA.

3.1. MepecmoTp AMarHOCTUYECKOW AOCTOBEPHOCTH

YacTo cylIecTBYeT HEOIPEAEeIEeHHOCTh B JUAarHOCTUKE
WII ¢ yaeToM OTCYTCTBUSI HIATOTHOMOHUYHBIX TECTOB J1JIsT
OOJIBIIMHCTBA AUarHo30B. [l Bcex mMalMeHTOB BaXKHO
TIIATEJIEHO PACCMOTPETh M 3aIOKYMEHTHPOBATh JOCTO-
BEPHOCTb JUArHO3a, OCHOBAHHOIO HA COBOKYITHOCTHU
KJIMHUYECKUX, PEHTTEHOJOIMYEeCKUX U J1a00paTOPHbBIX
HCCIIeI0OBaHUI, a TAKXKE 11eJ1IeCO00pa3HO ITPOBEACHUE 10~
TTOJTHUTEJIBHBIX, 00JIee MHBA3UBHBIX TECTOB.

3.2. 00bIYHan MHTepCTMUMaANbHas NHeBMoHUA (Usual interstitial
pneumonia)

ITo manHBIM TTOCIEIHEN pedaKIINN KIMHUISCKUX PEKO-
MeHAaluii mo auarHoctuke UJI®, oTauUYUTEIbHBIMU
MaTOJOTUYECKUMU TIPU3HAKAMU SIBJISIIOTCS CIIeIYIOIINE:
* TIPEUMYILIECCTBEHHBII CyOIJIeBPAIbHBIN 1 TTapacern-

TaJIbHBIA UHTEPCTULIMATIbHBIN (DUOPO3 C BpeMEHHOM

1 TIPOCTPAHCTBEHHOM reTepOreHHOCTHIO;

*  PE3Kuii mepexos HOpMaJbHOTIO JIETKOTo B (hMOPO3HOE;
* cyOanuTenuanbHble GUOPOOIACTUUECKHE OYaTrh U CO-

TOBas CTPYKTypa.

Pentrenonornueckast KapTHa OOBIYHOM MHTEPCTH -
uuranbHoit mHeBMoHuu (OUIT) mim «BozmoxkHoit OUTT»
IMO3BOJISTIOT MOCTaBUThL AuarHo3 MJID 6e3 duoncun.
B ciygasix aTMITMYHOTO KIIMHUYECKOTO WJIM PEHTTeHO-
JIOTMYECKOTO TeYEHNST HeOOX0arMa OMOTICHS.

3.3. Hecneuudpmyeckasn uHTEpCTULMANBHAA NHEBMOHMA
(Nonspecific interstitial pneumonia)

Hecneuudunueckas nHTepcTulMaibHasi MHEBMOHUS
(HCHII) oxBaTbiBaeT crneKTp He(UOPO3HBIX (T. €. KJie-
TOYHBIX) ¥ (pubpo3HbIX maTtTepHOoB. HCHUII yamme Bcero
BO3HUKAET BCJICACTBUE TAKMX OCHOBHBIX IPUUNH, KaK CH-
CTeMHbIe 3a00JeBaHUs coenruHuTeIbHoM TKaHu (C3CT)
WJTU JIEKapCTBEHHOM TOKCUYHOCTH, MHOTIA HA0JII01aeTCsT
mpu (GUOPOTUIECKOM THUIIEPUYBCTBUTEIHFHOM ITHEBMO-
nute (I'T]), anpBeonsipHO-MaKpodaraIbHOH MTHEBMOHUH
(paHee Ha3bIBaEMOI JeCKBAMaTHBHOM ) UJIM MOCJIe KPUIT-
ToreHHoM wiu BropuuHoi UIT; pexe ObiBaeT uauomnatu-
YECKUM.

I'mcronornueckn HCUIT xapakrepusyeTcst OMHOPOI-
HBIM, PABHOMEPHBIM YTOJIIEHUEM aJbBEOJISIPHBIX CTe-

HOK 3a CYeT MHTEPCTUIIMATILHOTO BOCTIaJIeHUs U / Wi
¢Gubpo3a pa3auUHON CTeNeHU BblpaxkeHHOCTH. 1o maH-
HBIM KoMIThIoTepHOI ToMorpaduu (KT) opranos rpyn-
Hoit xiretku (OI'K) 00BIMHO BBISIBISIETCS TIpeo0IagaHne
B HYDKHUX OT/eJIaX JJeTKMX CUMIITOMOB «MaTOBOTO CTEKJIa»
U PETUKYJISIPHBIX U3MEHEHU ¢ TPAKIIMOHHBIMUA OPOHXO0-
aktazamu (TBD); mpu3zHaKku MOTYT pa3nyaThcsl B 3aBUCH -
MOCTH OT COOTHOIIIEHUST KIeTOUYHOCTH U ¢pudposa. C3CT
TaKXKe MOTYT OBITh 3aITOI03PEHBI TTPU HATUYUU 3USTIOILIETO
TUIIIEeBOIA, YTOJIIICHUS TIJIEBPHI, TUIEBPAJIbHOTO BHITIOTA,
BBIPAXKCHHBIX JTUMGOUTHBIX (hOJUINKYJIOB I OOTaTOTO
IUIa3MaTUYECKUMU KJIeTKaMU JTUMGOUTHOTO MHTEPCTH -
nuanbHoro nHouistpara. Knerounas HCUII moxet
CYIIECTBEHHO PErpeccupoBaTh MPY MPUMEHEHUU UMMY -
HOMOIYIUPYIOIINX MIPeTapaToB (U TITIOKOKOPTHUKOCTE -
pounoB — 'KC), Torna xkak ¢ouoposnas HCUII moxer
MporpeccupoBaTh, HECMOTPSI Ha Takoe JiedyeHue. buorcust
JIETKOTO He MoKa3aHa B TUMMMYHBIX clTydasx puopo3Hoi
HCHII, cBsg3aHHOII ¢ OCHOBHOM MPUYMHOM, TAKOI KaK
C3CT, unu ripu Bo3AeiCTBUM BEICOKOTOKCUYHBIX JIEKap-
CTBEHHBIX MperapaToB, BPeMEHHO CBSI3aHHOM C Ha4yaJoM
3a00JIeBaHNsI, C YYETOM BBICOKOI TOCTOBEPHOCTH JMar-
Ho3a C3CT B 3TOi1 cUTyallnu.

BpoHXMonoLeHTpryecKkas MHTEPCTULMANBHAA NHEBMOHMUS
(Bronchiolocentric interstitial pneumonia)

VY mHorux manueHToB ¢ YUI1 OCHOBHBIM KOMITIOHEHTOM
3a00J1eBaHUS SIBJISICTCS TOPaKEHUE AbIXaTebHbIX MyTeH.
DTa KapTUHA yallle Bcero Bcrpevyaercs B KoHTekcte ['T1
(Tme KapTUHA BU3yaau3alli 1 OMOIICUY paHee OIMCHIBa-
nack Kak «tunmnuHbIi ['T1»), a Takke pu U3J1, accoumn-
poBanHbiMU ¢ C3CT (C3CT / U3J1), acniupauiyu ¥ MHTa-
JISLIMOHHOM WJTY JIEKQpCTBEHHOM BO3IEHCTBUM, TIPU 3TOM
Y 3HAUUTEILHOM JOJIU TAIIMEHTOB HE YIAeTCsl yCTAaHOBUTh
OCHOBHYIO 3THOJIOTUIO, HECMOTPST HAa KOMILIEKCHOE 00-
caenoBanue. [lanyeHTaM ¢ maTo0ruei abIxaTeJbHbIX ITy-
Teif HEU3BECTHOI TUOJIOTUN, HECMOTPSI Ha KOMITJIEKCHOE
00ceoBaHNe Ha TIpeaMeT IMTOTeHIMATbHBIX IIPUYWH, 1T
0003HaYEHUS KIMHUYECKOTO IUAarH03a UCIOJIb30BAIUCH
pa3IuyHbIe TEPMUHBI, BKJIIOYas «KpUNToreHHbIin ['TI»,
«aHTUTeH-HeonpeaeaeHHbId ['Tl», «OpoHxuonoUeHTpuYe-
CKHWI TUTT MHTEPCTULIMATIbHOTO (hrbpo3a» u 1ip. B ciyyasix,
KOTIJa MocJIe TIIATeIbHOTO 00CIeIOBaHMSI KOHKPETHYIO
STUOJIOTHIO YCTAHOBUTD HE YAAETCS, TPEAOYTUTEIbHBII
TEPMUH «UIMOMATUYECKAsT OPOHXUOJOLUEHTPUYECKast UH-
TepcTuliManbHas nHeBMoHus» (BUIT) ykaspiBaeT Ha He-
00XOIMMOCTb TIIATEIBHOTO PACCMOTPEHUS BCEX MOTEH-
LIMATbHBIX TIPUYMH 3TOTO 3a00J1eBaHUSI.

BUII moxet npeactaBiasaTh coboil cMech BoCTIaI-
TEJbHBIX ¥ (PUOPO3HBIX MHTEPCTUIINATBHBIX M3MEHEHUIA.
lucromornyeckre oco6eHHOCTU HEPUOPO3HOTO (MU
kietrouHoro) bBUII BxioualoT xpoHu4yeckoe Bocriaie-
HUe ¢ npeobyiagaHreM JUMQGOLIMTOB BOKPYT OPOHXUOJ,
KOTOPOE MOKET TaKxKe BKITI0YaTh HECHEKPOTUUECKOE Ipa-
HyJIEeMaTO3HOE BOCTIAJICHUE.

Knaccnueckne KT-npusnaku HepuodbposzHoro BUIT
BKJTIOUAIOT OOUJIbHBIE HEUETKO OYEPUYEHHbBIE LIEHTPUIIO-
OyJISIpHBIC y3€JIKU, OTpaXkalollne MepuOPOHXUOISIPHOE
BOCITaJICHUE, 3aTEMHEHMSI 10 TUITY «MaTOBOTO CTEKJIa»
1 MO3aUYHOE YTUIOTHEHHUE («ITPU3HAK TPeX MJIOTHOCTEN» ),
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YTO SIBJISIETCSI KOMITOHEHTOM OOCTPYKIIMM MaJIbIX JbIXa-
TeJIbHBIX MyTei. DTU MPU3HAKU C OONBLION qoseit Be-
POSITHOCTH yKa3biBatoT Ha I'T1 B mpaBUJIBHOM KIIMHUYE-
CKOM KOHTEKCTE, XOTSI MOTYT HaOIOAAThCS U IIPU IPYTUX
JIMarHo3ax, 0COOEHHO B OoJiee JIETKUX CiIyvyasiX, Koraa
LIEHTPWIOOYJIIPHBIEC Y3€JIKA MeHee OOMJIBHBI MJIM KOTIa
MIPUCYTCTBYIOT OYaroBbIe MU3MEHEHMS 10 TUITY «<MaTOBOTO
cTekisia» 0e3 Mmo3anyHoro yruioTHeHusi. KT-npusHaku
¢ubpo3Horo BUII oxapaktepuzoBaHbl HEIOCTATOYHO
XOpOUIO, OJHAKO BKJIIOYAIOT CJIEAYIOIINE MTPU3HAKHU:

Pucynok. OcHOBHbIE ITaTTEPHBI JIETOUHOTO (hrdpo3a

oun
HwxHue oTaens nerkux 1 nepudepuieckue / cybnnespanbHble 30Hb!
PeTukynsipHble nameHeHns, T3, «coToBoe nerkoe»

BUn

[ncpchy3Ho no kpaHMoKayaanbHOMY W akchanbHOMY HanpasneHnsam
BocnaneHue n pubpo3 ¢ nopaxeHnem AblxaTenbHbIX MyTel
(MO3an4Has NNOTHOCTb, BO3AYLUHbIE MOBYLLKM)
[ndpchepeHumanbHbiv anarHos: M — uguonatiyeckas BIAM,

3N/ CAP3, accouumpoBaHHas ¢ nekapCTBEHHbIMI NpenapaTamu

*  3aTEMHEHUS 110 TUITY «MAaTOBOI'O CTEKJIa»;
*  PETUKYJISIPHBbIE U3MEHEHMS,;
« TBY;
* MO3aWYHOE YIIOTHEHUE;
*  «IIPU3HAK TPEX IIOTHOCTEW»
*  DKCMUPATOPHBIE «BO3MYIIHbBIE JOBYIIKW», 4YaCTO C Te-
PpUOPOHXOBACKYISIPHBIM PaCIIpeaeICHUEM.
Takum obpasom, ¢ yuetom BUII, ceronHs MoxxHO
TOBOPUTH O 3 OCHOBHBIX TMAaTTepHAX JIErouHOro pudposa
(CM. PUCYHOK).

AnddepeHunansHblin guarHos: UIN® — 131/ CAP3
(ocobenHo PA) — IT1, acbecTtos

HCUN

HwxHe oTaens! nerkux 1 nepudepuieckie 3oHbl (CybnnespanbHbIi
sparing effect)

BocnaneHue (cuMnTom «MaToBOro cTeknax) u ubpos
(peTukynsipHble n3meHeHus, Th3)

Anddeperumanshblil guarko3: 3N/ CAP3 — accoumnpoBaHHas
C NekapCTBEHHbIMM Npenapatamu — nauonatudeckas HCUM

[Mpumeuanuie: TBD — tpakunoHHble 6poHx03KTassl; OUIT — 0OblyHas MHTEpCTULMATbHAS THeBMOHUS; MJID — uanonaTnyeckuii JerouHslii hpubpos;
M3J1 — uHTepcTuMaibHoe 3aboeBanue erkux; CAP3 — cucteMHble ayTOMMMYHHBIE peBMaTu4ecKue 3aboaeBanus; PA — peBmarountbiii aptput; I'TI —
TUTEePUYYBCTBUTENbHBII THeBMOHUT; BUTT — GpoHXMoIOLeHTprYecKas nHTepcTulianbHas mueBMoHust; HCUTT — Hecnienmduryeckass MHTEpCTUIIMATbHAST

[THEBMOHMUSI.
Figure. The main patterns of pulmonary fibrosis
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KnuHnyeckue pekomengauuu « Clinical guidelines

OudpysHoe anbBeonspHoe NoBpexAeHue
(Diffuse alveolar damage)

HuddysHoe anbBeossipHoe mtoBpexkaeHue (JAIT) — 3o
TUII TTIOPAXKEHMUSI JTETKUX, THCTOJOTUYECKU XapaKTepu-
3yeMbIll OCTPOi U opraHusylollelics ¢hazamu, Mpu 3TOM
B HavyaJbHbBIC (Da3bl MOpAKaeTCs B IIEPBYIO OYepeIb BCS
aJlbBeoJISIpHAs TIEPEropoaKa, a B bosee mo3gHue dasnl
MPOTrPeCcCUpyeT 10 3arOTHEHUS albBEOJI. AJTbBEOISIPHbIE
MePEropoaKy YTOJIIIAIOTCS 3a CYET PAHHETO MHTEPCTULIU-
aJIbHOTO OTeKa, TUTIEePITIa3uy ITHEBMOILIMTOB 1 0Opa30oBa-
HUS THAJTMHOBBIX MEMOpaH, YTO MHOTIA COMTPOBOXIACTCS
pa3BuTHeM opraHusymwouieiicsa nHeBmonun (OIT) u koi-
JIaTICOM MHTEPCTULIMAIbHBIX CTPYKTYp. OnHaKo B aze op-
raam3anuu J ATl peixiast coeqmHUTEIbHASI TKAaHb OOBITHO
pacrojiaracTcsl IperMMyIIeCTBEHHO BHYTPHU aIbBEOJISIPHBIX
CTEHOK, a He B AUCTaJIbHbBIX BO3AYIIHBIX TPOCTPAHCTBAX,
kak nipu OII. ITo pesynapraTtam KT BbIsIBASIIOTCS:

* IIPM3HAKU «MaTOBOTO CTEKJa» (JaCTO IBYCTOPOHHEE

U TISITHUCTOE, C 09arOBBIM COXPAaHECHUEM);

* KOHcCOJuAauMs (4Yalle BCero 3aBUCHMMas OT IpaBUTa-
u1u);
* TBD uau OpOHXMOIOIKTA3EI.

OOmuMpHBIE U3MEHEHUS B JIETKMX W pacIIMpeHUE
OpOHXOB Ha paHHUX CTaAUsIX 3a00JeBaHUS SIBIISIIOTCS
npeaukTopamu cmeptu. JJATT mposBisieTCsl OCTPBIM WIIN
MTOIOCTPBIM PeCIMPATOPHBIM AUCTPECCOM, P 3TOM Ya-
CTO TpeOyeTCsl TOCITUTAIU3ALUS U OTMEUYAETCS BBICOKAS
CMEPTHOCTb, MIO3TOMY Y TALIMEHTOB C OCTPHIMU PECITUpa-
TOPHBIMM 3200JIeBAaHUSIMU OMOTICUSI OOBIYHO HE MPOBO-
JIATCSI, XOT$s1 OpoHXOa/IbBeOIsIpHbIN J1aBax (BAJI) u npyrue
MEHee MHBAa3UBHBIC METOIBI B3ITHS P00, TIPH KOTOPHIX
OLICHUBAETCS HAaJIMYMe aKTUBHON MHMEKIIMU WU BbISIB-
JIsI0TCS (POHOBBIE 3a00JI€BaHUSI, TaAKHUE KaK pakK JIETKUX,
MOTYT ITOMOYb B JICUCHUH TTAIIUCHTOB.

lMneBponapeHx1MaTo3HbIi hubpoanacTos
(Pleuroparenchymal fibroelastosis)

[MneBpomnapeHxumaTo3Hblii prbdpoanacros (ITIMDD) Obur
BKJIIOUEeH B JokyMeHT B 2013 r. Kak penkoe 3aboyieBa-
HUe, ogHako ¢ Tex nop ITT1PD Bce vale pacrno3HaeTcs
OO0 M30JIMPOBAHHO, INOO B coueTaHUU ¢ npyrumu M3J1.
MDD MoXeT ObITh MANONATUYECKUM VI CBSI3aHHBIM
CO BTOPUYHBIMMU (BBISIBJISIEMBIMU) IPUYMHAMMU, B 3TOM CITy-
yae 6oJiee BEPOSITHBI COMYTCTBYIOININE MATTePHBI, TaK1e
kak OUII, HCUII wim BUII. I'ucronornaecku IMITDD
XapaKTepu3yeTcsl CyOTUIeBpabHBIM MHTPAAIbBEOISIPHBIM
dubpoanacrozom (MADD), KOTOPHII YaCTO cOUYETAETCS
¢ MieBpajibHbIM (UOPO3OM, MPEACTABISIONIUM COOOM
BBIpaXKEHHOE CyOIUIEBpaIbHOE YTOJIIECHUE, CBI3aHHOE
¢ 00MIMeM 31acTUYecKrX BoJIOKOH. MADD mposiBisier-
cs Ha KT OT'K B BuIe pe3ko oTrpaHMYeHHOM TIOTHOM
KoHcomumany 1 ThD, pactipenesieHHBIX CyOIUIEBPAIBHO.

NumchonpaHan nHTEpCTMUMANbHAA NHEBMOHUS
(Lymphoid interstitial pneumonia)

JInmbonnHasg nHTepcTUIIMANTBHAS TTHeBMOoHUS (JIWIT)
SIBJISIETCSI YACThIO CIIEKTPA peaKTUBHOM JIETOYHOM TMMPO-
uaHoii runepriasuu. JIMIT oueHb peako ObIBaeT uanorna-

TUYECKOM U Yallle BCEro BO3HMKAET BTOPUYHO BCIISICTBUE
C3CT (ocobenHo cunapoma IllerpeHa, cucteMHoit kpac-
HOI1 BOJTYaHKU W PeBMATOMIHOIO apTpUTa), IMMYyHOIEe-
GUIMTOB, XpOHUUYECKON MHDEKIINK (HAaIIpUMep, BUpyca
UMMYHOIe(hULIMTA YeJIoBeKa, BUpyca DmiuTeiiHa—bapp,
T-nmumboTpoITHOTO BUpYyca YeoBeKa) WU APYTUX CUC-
TeMHbIX UMMYHHbIX HapyeHuii. ['uctonornuecku JIMIIT
XapakTepu3yeTcs TNIOTHBIM AU GY3HBIM MTHOWILTPATOM
U3 TUMOOIIUMTOB U TJIa3MaTUYECKUX KJIETOK, 1ehopMu-
PYIOIIM aJIbBEOJISIPHBIE TIEPErOPOIKH, YaCTO COMTPOBO-
KIAaeTcsl peaKTUBHBIMU JTUMQPOUITHBIMU (DOJITUKYIAMU
B OPOHXOBACKYJISIPHOM WM JUMGbATUICCKOM pYyCIIe.
HMHTtepcTuinaibHbiit (pMOP0O3 00BIYHO MUHUMAJIEH WU
otcytctByeT. [To nanHbIM KT OI'K 00bIYHO BBISIBISIOTCS
JIIBYCTOPOHHME 3aTeMHEHUS 10 TUITY «MaTOBOTO CTEKJIa»,
00bIMHO TU(Y3HBIE, HO MOTYT OBITH 1 OUAarOBBIMM, a TAK-
K€ HeOOJIbIIMe LIEHTPUIOOYISIpHBIE U CyOIIeBpaibHbIe
Y3€JIKU 1 YTOJIIIeHUE CTEHOK OPOHXOB.

MatrepHbl 3anonHenmns anbBeon (Alveolar filling patterns)

ITaTTepHbI 3aM0JHEHMS aTbBEOJ 00YCIOBIEHBI HECKOJIb-
KWUMU TUTIAMU KJIETOK U KUJIKOCTU, KOTOPBIE MOTYT aHO-
MaJIbHO 3aMOJIHSTh AJIbBEOJIbI Y IUCTATbHbIE OTAEJIbI JIbl-
XaTeJIbHbIX ITYTEH.

Opranusyrowascs nHeBmoHus (Organising pneumonia)

OI1 MoxeT ObITh UIMONATUYECKOMN UITU «KPUTITOIEHHO»,
WX CBSI3aHHOI ¢ (POHOBBIM 3a00JIeBaHUEM, Yallle BCETO
rociie mHbexnuii, C3CT win BEI3BaHHON ITPUEMOM Jie-
kapcTB. [mcronormyecku OIT xapakTepusyercss HATUYMEM
MOJIUTTOBUIHBIX CKOTIEHU I phIXJIOi (pruOpodIacTHIeCKOit
COCAMHUTEIBLHON TKAaHU BHYTPU aJIbBEOJI U aJIbBEOJISIP-
HBIX X0H0B. [ToMIMO UCKITIOUeHMST aKTUBHOM MH(EKIINH,
1o pesysnbrataMm BAJI 00bIYHO BBISIBIISIETCS TUMQOLIUTO3,
CBSI3aHHBIN ¢ Oojiee YMEePEeHHBIM MOBBILLIEHUEM HEHTPO-
(GMII0B M 503MHODUIIOB, IIEHNUCTHIX MaKpOodaroB M MHOTIA
TYYHBIX KJIETOK.

PecnupatopHbIit GpOHXMONKT, aCCOLIMMPOBAHHBII
C MHTEPCTMLMaNbHBIMK 3a00neBaHUAMM Nerkux
(Respiratory bronchiolitis interstitial lung disease)

Pecniuparophslit 6ponxuonut (Pb), accounmupoBaHHbIi
¢ N3J1 (PB / N3J1), pa3BuBaeTcs B OCHOBHOM Y KYPSIIIUX.
ITpu Pb / N3J1 pactipeneneHme MOphoIOrmIecKIX N3MeHe-
HMIT OpOHXUOJIOIIEHTPUIECKOE: TTIOPAXKAFOTCS PECITPATOpP-
Hble OPOHXMOJTbI, TTbBEOJISIPHBIE XObI 1 TEPUOPOHXUOISIP-
HbI€ aJIbBEOJIbI, KOTOPBIE CONEPKAT CKOTUIEHUSI CBETIO-TTUT-
MEHTUPOBAaHHbIX MakpoharoB. MoxeT HaOIIoaaThCs COMyT-
CTBYIOLLIMIA XPOHUUECKUI IEPUOPOHXMOJISIPHBIN BOCHIAIM -
TeNbHBIN KJIETOYHbIN MH(PUILTPAT C IEPUOPOHXUONSIPHBIM
1 / VI aJTbBEOJISIPHBIM (POPO30M CTEHOK OPOHXMOJT VTN
6e3 takoBoro. [To nanueiM KT OI'K BrIsiBiIsIETCS OuaroBast
1 HEYETKO BBIpaskeHHAs KapTUHA «MaTOBOTO CTEKJIa», YaCTO
C UEHTPUIOOYNSIpHBIM pacripeaeiaeHueM. [1pu Hanuuunu
MUTMEHTUPOBaHHbBIX Makpodaros B BAJI moareepxxnaeTcs
muarHo3 Pb / M3J1, uro npu XapakTepHOI KITMHIYECKOM
KapTHUHE ¥ BU3YaJIM3aLl1 MOXET ITOMOYb MCKITIOYUTD APY-
rue 3aboneBaHus, Takue Kak HepuoposHsbIit I'TI.
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AnbBeonsipHo-makpodaranbHas NHeBMOHMS
(Alveolar macrophage pneumonia)

AnbBeosisipHO-MakpodaranbHast mHeBMoHus (AMIT)
MOXET ObITh UIMONATUYECKOW WJIM CBSI3AHHOM CO BTO-
PUYHBIMA TIPUYMHAMU, BKITIOYAsT HAPYIIEHUSI CUCTEMBbI
cypdakranra y geteit, C3CT uiu ¢ mpodeccrnoHaTbHbBI-
mu paktopamu. AMII xapakrepu3syercs n1uddy3HbIM
MopaxkeHUeM JIETKUX C pABHOMEPHBIM pacrpeneieHueM
B BO3IYUIHBIX IPOCTPAHCTBAX, (GHUOPO3HBIMKA U BOCTHA-
JINTEJIbHBIMU U3MEHEHUSIMU B PA3JIMYHBIX COOTHOIIIE -
Husix. [Tpuznaku AMII Takke 4acTo MpUCYTCTBYIOT IIPU
ructTuouuTose u3 kiaetok Jlanrepranca. AMIT o6b1YHO
MIPOSIBJISIETCS Ha JIETKMX KaK «MaTOBOE CTEKJI0», HO Kap-
TMHA HelocTaTouHo cneuuduuHa. Ipyrue Haxonku KT
MOTYT BKJIIOUATh MPU3HAKU (pUOPO3a, KUCTHI ¥ SM(PU3EMY;
«COTOBOE» JIerkKoe BcTpeuaetcs: penko. AMIT penxo npo-
SIBJISIETCS LICHTPUJTOOYIISIPHBIMU Y3€JTKaMH.

Peakve 06pasLibl anbBEONAPHOr0 HaNONHEHNS
(Rare alveolar filling patterns)

Octpeie (ODI1) u xpormaeckue (XDI1) s03mHODMIBHBIE
ITHEBMOHUU — 3200JIeBaHMSI, OTpaHUYCHHbBIC JICTKUMU,
XapakTepu3yeMble HAKOTIEHUEM 203MHOMUIIOB B IUCTaTb-
HBIX OT/IENIaX AbIXaTeIbHBIX ITyTei U abBeoJaX, C 303WHO-
dwmmeit B BAJI, kak npaBuio, > 25 % kierok. I'ucronoru-
yecku ODI1 o6pryHO MMeeT nipusHaku XOI1 u / umm OI1
C HaJIMYMEM MHOTOUMCIIEHHBIX 203MHOMUIOB, TOTIA Kak
pu XDIT 9acTo BHISBIISTIOTCS pacCcesTHHbIE HEKPOTU3HPY-
IOIIMe TpaHyJIeMbl M PEIKO — TPaHYJIeMbI, OKPYXKaroIIe
HEKPOTU3UPOBAHHBIE 303MHOMUILHBIE MUKPOAOCIIECCHI.
ITpu Busyanuzanuu ODI1 00bIYHO HAOIIONAIOTCS MYJIb-
TH(OKAJTbHAS U IBYCTOPOHHSISI KOHCOJIMIALINAS U YIaCTKU
«MaTOBOT'O CTEKJIa», YTOJIIECHIE TIEPETOPOIOK 1 OPOHXOB,
a TakoKe HEeOOJIbIITME TBYCTOPOHHNE TUIEBPAIbHBIC BBITIO-
Thl. BuzyanuzaunonHo X3OI1 MoxeT ObITh HEOTIUYMMA
ot OII, BxioYast mporpeccupyonue, MUTpUpyIoIIe
1 pelIMINBUPYIOIIEe MH(OWIBTPATHI, TIPEUMYIIECTBEHHO
HecerMeHTapHy10 KOHcoauaauuwn. Moryt HabmoaaThest
COITYTCTBYIOLLAS TUMbaaeHONATUsI CPEIOCTEHMS, YTOJI-
LIEHME MEXIOJbKOBBIX TIEPEropoioK, IEHTPUIOOYISIpHbIE
Y3eJIKU M, B XpPOHNYCCKUX CIIyJasix — IepudepruaecKue
TB3. Pe3ynbraThl aHamm3a nepudepudeckoii Kposu 1 BAJI
MOTYT OBbITh HOPMaJIbHBIMU WJIW C MPU3HAKaMU U3HAYaIb-
HOI 203MHOMWINM, XOTSI OHAa OBICTPO HOPMAJTU3YETCs TIPU
teparmuu ['KC. Brictprrit otBeT Kak ODII, Tak u XOI1
Ha 'KC B TeueHNE HECKOIBKIX JHEH BeChMa ITOKa3aTesIeH.

TNeroyHbIN anbBEONAPHLIA NPOTENHO3

Jlerounsrii axbBeosIpHBIN TTpoTenHO3 (JIAIT) — penkoe
3aboneBaHue (pacrpocTpaHeHHOCTh — 7—10 ciydyaeB
Ha | MJIH), XapaKTepH3yeMoe aHOMaJbHBIM HAKOTILJIe-
HHeM cypdaKTaHTa B ajbBeojlaX U TUCTAIBHBIX OTaeIaX
IIBIXaTeIbHBIX MyTEM, KaK MPaBUJIO0, 3a CYET HAPYLIECHUS
peuenuuy rpaHyJIoOUTapHO-MaKpodaraibHOTO KOJIOo-
HUECTUMYJUPYIOLIEro (GakTopa WU HapyIIeHUS Tiepe-
paboTKu cypdaKTaHTa aJlbBEOJSIPHBIMI MaKpodaraMmu.
OOBIUHO pa3BUBAETCS B TeUEHME HECKOJBKUX MECILIEB
WM JIET Ha 3—5-M IeCATUIIETUU XKU3HU U MOXKET Tpu-

BOJUTH K IbIXaTeJIbHON HEAOCTATOYHOCTH. [TIprumHbBI
JIATI BKJIOUAIOT ayTOAHTUTEA K TpaHyJIOLIMTapHO-Ma-
KpodaraJbHOMY KOJIOHUECTUMYIUPYIOMEMY (haKTopy
(90 % Bcex cyuaeB JIAIT), MHTANALIMOHHOE BO3ICCTBIE
(HampuMep, IMOKCUIA KPEMHMUSI, aJIOMUHUS U TUTAHA),
reMaToJIoThYecKue 3a00JeBaHus (HalpuMep, 3Jo0Kaue-
CTBEHHBIC HOBOOOPA30BaHUS, MUEIOAVCIIACTUICCKII
cuHapoMm, nechuunt GATA?2), alIoreHHy0 TpaHCIUIaH -
TALMIO TEMOTIO3TUYECKUX KJIETOK U HEKOTOPBIE IpYrue
nHdexkuu. GPuodpo3 pazsusBaercs y 20 % maiveHTOB
U CBSI3aH C TUIOXUM IIPOTHO30M.

ITpu KT OT'K 00bIYHO BU3YaTU3UPYIOTCS CUMMETPUY -
Hbl€ U3MEHEHMS 110 TUITY «MaTOBOI'O CTEKJIa» C yTOJIIIE-
HMEM MEXIOJIbKOBBIX U BHYTPUIOJIBKOBBIX IEPETOPOIOK,
pexe — KOHCOJIMAATHI.

NivnoupgHas nHeBMOHUA

Bapuantamu nunougHoit muesMonuu (JIIT) apnstorces

clenylouue:

* 9K30reHHbI (KOrma oHa BO3HUKAET BCIEICTBUE ac-
MMUApaI, BOBIXaHUS VJIN TToNagaHUs MHOPOIHOTO
MaTepHuana);

* DHIOTCHHBIN (KOTJIa OHa BO3HMKAET BCJCACTBUEC Ha-
KOIUJICHUSI IMTIMIOB, 00pa3yIoILIMXCs B KJIeTKax opra-
HU3Ma).

Yaiue Bcero JIIT — xpoHnueckoe 3abosieBaHue, poTe-
KaloIllee 9acTo C JIETKUMM PECITMPATOPHBIMU CUMITTOMA-
mu. Pe3ynbrarel BUsyanusaumu sk3oreHHoi JITT 3aBucsar
OT OCTPOTHI, 00bEMa 1 TUTIA BIBIXaHWS JIUITUIOB, TIPUIEM
JKMBOTHBIN KD BBI3BIBACT MHTCHCUBHYIO BOCITATATEh-
HYIO peakIIiio, KaK 1 MUHEPAIbHOE WJIM PACTUTEIbHOE
MacJjo, CTUMYJMpYIolliee peaKllMio UHOPOIHOTO TeJa.
Ox3oreHHas JIIT nposBisieTcst cpeHe- U HUXKHEI0JIeBO
WJIN TIEPUOPOHXUOJIIPHOM KOHCOMMAALNEH 1 U3MeHe-
HUSIMU TI0 TUTTY «MaTOBOTO CTEKJIa», HEPETyISIPHBIMU
y3enkamu. Cpenu Apyrux MpU3HAKOB CJIEAYyeT OTMETUTh
YTOJILIEHUE MEXI0IbKOBBIX TIEPETOPOIOK, CUMIITOM «OYy-
JIBIKHOM MOCTOBO#» , TUM(aIeHOITaTHIO, TOHKOCTEHHEIE
KHCTHI U TUIEBPAIbHBIN BBITIOT B OCTPBIX CITydasiX.

C y4yeToM XapaKTepHbIX BU3yaJTbHBIX 0COOCHHOCTEM OU-
oricus jerkoro aist auarHoctuku JITT tpeGyeTcst HeuacTo.

Kom6unupoBaHHbIe nattepHbl (Combined patterns)

Bo3MoxxHbI paznuuHble KomouHauu M3J1, omHako npu
9TOM JMAarHOCTUKA 3aMETHO OCJIOXKHSIETCSI.

Hexnaccudmumpyemble nHTEpCTUUMANbHBIE 3a60NneBaHNs
nerkux (Unclassifiable interstitial lung diseases)

Hexnaccndpuumnpyemsle M3J1 gaiie HabmogaoTes pu
HETIOJIHBIX JTaHHBIX (HAaIpuMep, OMOIICHsI JIETKUX HE TTPO-
BOIWJIACK), HAJTMIUH TTPOTUBOPEUYMBEIX PE3YJIHTaTOB WITN
JIEACTBUTEIBHO HEKIACCUDULUPYEMBIX CIIy4asix, MPU KO-
TOPBIX XapaKTepHbIe IPU3HAKU OTCYTCTBYIOT.

3aknioyeHue

[pu UCnob30BaHUKM MEXAUCIUILIMHAPOrO IIOAX01a KO-
MHUTETOM DKCIEePTOB ObLa padpaboTaHa OOHOBJIEHHAas
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cTpykTypa kinaccudukamuu UI, B yacTHOCTH, paciiu-
PEHBI MPEeABbIAYIIE CTPYKTYPHI, BEIXOASIIINE 32 PAMKHU
UIMOTIATHYECKIUX 3a00JIeBaHI, YTOUYHEHA TEPMITHOJIOTHSI
BUII u AMII, a taxxke WII1 pazneneHbl HA MHTEPCTULI -
aJIbHbIC U aJIbBEOJISIpHBIC HapylleHus HanosHeHus. [Ipen-
cTaBJieHa rnoApoOHast MH(GOPMALIMs O COCTOSIHUM pa3iny-
HBIX JOCTMKEHMI B 00J1TACTU MOJICKYISIPHON MEIMITMHEI
1 OTIpeieSICHBI OYIyIIre TPUOPUTETHI UCCICIOBAHUIA.
OxunmaeTcs, YTo MpeACcTaBIeHHbIE OOHOBIEHMUSI TIOMO-
I'YT B JIEYCHUHU MAIIMEHTOB U HAIIPaBsIT OymyIre uccie-
IOBaHUS Ha JaJbHEHIIee YIydIIeHNe ITIOHUMAaHMS 3TUX
3a00JeBaHMii. Takske 1o Mepe ToaydeHUs] HOBOI MHMOp-
MalyHU cAenyeT OKUAATh AabHENHIINX OOHOBJIEHUI 3TOTO
JIOKYMEHTA 1 pacIIMPEHUsT Kpyra 00CyKIaeMbIX ITPOOJIeM,
B uJeayie BKIIIoYas 0oJjiee TIyOOKYyI OUOJIOTUYECKYIO
OCHOBY JUTSI pacTpeaesieHHs 3a001eBaHMIA Ha TIOATPYIIITHI.

Cnucok cokpaLieHui

AMII — anbBeonsspHO-MaKpodaraabHast THEBMOHUS
BAJI — 6poHXx0anbBeONSIpHBIN JJaBax

BUII — 6poHxuonoueHTpuYecKass MHTEPCTULIUATbHAS
ITHEBMOHUS

I'KC — mIroKOKOPTUKOCTEPOUIBI

I'TT — runepuyyBCTBUTEIbHBIN THEBMOHUT

HOAIT — nuddy3Hoe anbBeosIpHOE TOBPEXIECHUE

JWII — neckBamMaTUBHAsl UHTEPCTULIMAJIbHASI THEBMOHMS
HADD — unmpaanveeonspuviii pubposnacmos

M3J1 — nHTepcTuLIManbHbIe 3a00eBaHus TETKHUX

HNUII — uanonatnyeckast THTEPCTULIMATbHAS ITHEBMOHUS
NJI® — namornatnyecKuii JISTOUHBIN (hrdpo3

WII — uHTepcTULiManibHask THEBMOHUS

KT — xommnblotepHast Tomorpadpus

JIATT — nero4yHblii aabBEOSIPHBINA MPOTEUHO3

JINII — numdoungHass MHTEpCTULIMAIbHAS] THEBMOHUSI
HCMHIT — Hecnelmdurueckast THTEpCTULIMATbHAS THEBMOHMUS
OTI'K — opranbl rpyaHOii KJIETKH

OMUII — oObIuHAs MUHTEPCTULIMATIbHASI THEBMOHUS
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[porHocTMYeCKOe 3Ha4YeHUe naTTepHa 00bIYHOM
WHTEPCTMLMANBHON MHEBMOHUM ANA NALUWUEHTOB
C UHTEPCTULMANbHLIMM 3a00NeBaHNAMM NErKuX
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Pesome

[TaTTepH 0OBIYHOM MHTEPCTULIMATLHOM MTHeBMOHUYN (OWIT) 1Mo maHHBIM KOMITBIOTEPHOI TOMOrpacduu Beicokoro paspeinenus: (KTBP) asisercs
KJIIOUYEBBIM TUArHOCTUIECKUM MTPU3HAKOM MIUOMATHYeCKOTO JierouHoro ¢huoposa (MJID). OnHako B CBSI3U C PacIpOCTPAaHEHHOCTBIO U TIPOTHO-
cTuyeckuM 3HauyeHueM narrepHa OUII npu npyrux ¢pudpo3upyoLIMx HHTePCTULMATbHBIX 3a00eBaHusIx Jerkux (M3J1), Takux Kak pudpotnye-
CKUIi TUN TMMep4YyBCTBUTEIbHOTO MHeBMoHUTa (HI'TI) u pubdposupyromee M3JI, accoumupoBaHHOE ¢ CUCTeMHOM ckiepoaepmueit (hpH3J1-
CCJl), Tpebyetcst nx uzydenue. Llembio iccenoBaHuUs SIBJISUICS CPAaBHUTEBHBIN aHATTN3 KITMHUKO-(DYHKIIMOHATBHBIX XapaKTEePUCTUK 1 TEICHMUST
3a6oneBanus y mareHToB ¢ UJID, dbI'TI u b 3J1-CC, xapakTepusyembix HammareM ratrepaa OUIT o nanusiv KTBP. Martepuasbi 1 MeTOIbI.
B peTpocnieKTHBHOE ABYLEHTPOBOE MCC/IEA0BaHUE ObUIM BKIIOUEHBI MalMeHThI (1 = 554; Bo3pacT — 18 jieT u cTapuie) ¢ BepuruLMPOBaHHBIMU
nuarHozamu UJID (n = 219), GI'TI (n = 280) u dU3JI-CCJ (n = 55). Ananus pesyasratoB KTBP npoBoauics ¢ yuactieM 3KCIepTOB-peHTre-
HOJIOTOB, KOTOPBIMM OTIEJbHO BbIAEsUTUCH aTTepHbl TunnaHoit OUIT u Beposthoit OUII. [IpoBeneHo cpaBHEeHUE KIMHUYECKHUX, (DYHKIINO-
HaJIbHBIX, TeMOJIMHAMUYECKUX TIOKa3aTesell, a TakKe BbIIeJIeHbl (hakTOpbl, aCCOMUPOBaHHbIe ¢ HamnuueMm marrepHa OUII, u mpeaukTopbl
nporpeccupoBaHus B TedeHue 12 mec. HabmoneHusi. Pesyaprarel. Tunuunbiii marrepH OUII BoisiieH y 43,4 % nanuenTtos ¢ D, 40,7 %
natueHToB ¢ GI'Tl u 16,4 % mauuenTtos ¢ GM3JI-CCI (p < 0,001). HesaBucHMMBIMU MPEIUKTOPAMU HATMYMSI «COTOBOIO JIETKOTO» MpH (hHUdpo-
supytonmx M3J1 He-NJID-3Tron0rMM GBI MYKCKOIA TI0JI, BBICOKAs OlICHKA B Gajljlax 1Mo IIKaJje OLEHKH TSKECTH M MporHo3a teyeHus: UJId
(Gender, Age, Physiology — GAP), cumMnTom «6apabaHHBIX TTAJIOUeK», WHAEKC KypeHus 1 Kamielb (p < 0,05). B Momenn MHOXeCTBEHHOI perpec-
cuM HauboJiee 3HAYMMBIMU OCTAJTUCh MYKCKO# 1o (oTHoweHue maHcos (OL) — 2,25; p = 0,05) u cymma 6autoB no mkaine GAP (O — 1,48;
p=0,012). B rpynnie GI'TI u dU3JI-CCJ narrepn OUTI sinisiicst npenukTopoM nporpeccupoBanust 3a6onesanust (OLL — 2,06; 95%-Hbiii nose-
putenbHbIil uHTepBaI — 1,07—3,96; p = 0,03). 3akmouenne. [1atrepr OUII ciyXuT 3HAYMMBIM TPOrHOCTUYECKUM MapKEPOM MPOrPECCUPOBAHMS
ripu I'TT u GU3JT-CCJL, uro AUKTYeT HEOOXOAMMOCTD THIATEIbHOTO MOHUTOPUHTA U PACCMOTPEHUS BOTIPOCA O pAaHHEM Ha3HaYeHUM aHTU(hUO-
POTUUECKOI Tepanuy TaKUM MallueHTaM.

KnioueBble ciioBa: 0ObIlYHAsI MHTEPCTULIMATIbHAS THEBMOHMS, MHTEPCTULIMAIbHbBIE 3a00eBaHMsl JETKUX, UAMONATUYECKUI JIerouHblit ¢hpudpos,
TUIIEPYYBCTBUTEIbHbBIN THEBMOHMT, CUCTEMHAsH CKJIEPOICPMMUSI, «COTOBOE JIETKOE», POrPECCUPYIOLLNIA JIETOUHbIN (HhrOPO3.

KondmkT nnTepecoB. ABTOPHI IEKIaPUPYIOT OTCYTCTBUE SIBHBIX U TIOTEHIIUATBHBIX KOH(MIMKTOB MHTEPECOB, CBSI3aHHBIX C ITyOIUKAlUel HACTO-
SILUEN CTaThU.

®unaHcupoBanne. ABTOPBI IEKJIapUPYIOT OTCYTCTBHME BHELIHEro (DMHAHCHPOBAHUS IS TPOBEICHUS MCCIIEIOBAHUS M TTyOJIMKALIUY CTAaThU.
Druyeckas skcneprusa. [Iporokosn uccnenoBanust onoopeH JIokanbHbIM 3TYecKUM KomuTeToM DenepaabHOro rocy1apcTBEHHOIO aBTOHOMHOTO
00pa30BaTeIbHOTO YUpeXXIeHUs BbIclIero obpazoBaHusi [lepBblii MOCKOBCKUIT TOCYZapCTBEHHBIN MEIUIIMHCKWI YHUBEPCUTET MMEHU
N.M.CeuenoBa MuHucrepcTBa 3npaBooxpaHeHusi Poccuiickoit Deneparnu (CeueHoBckuit YHuBepcurer), mnporokon Ne [PF-SSc/2024
ot 30.09.24. ITarmeHTsI TOATIMCATIN (hOPMY TOOPOBOJBHOTO MH(MOPMUPOBAHHOTO COTJIACHs Ha MyOIMKAIIMIO MEIUIIMHCKON MHMOpMAIIUH.
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Prognostic significance of the usual interstitial pneumonia
pattern in interstitial lung diseases
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Abstract

The usual interstitial pneumonia (UIP) pattern on high-resolution computed tomography (HRCT) is a key diagnostic hallmark of idiopathic
pulmonary fibrosis (IPF). However, its prevalence and prognostic significance in other fibrosing interstitial lung diseases (ILDs), such as fibrotic
hypersensitivity pneumonitis (fHP) and fibrotic ILD associated with systemic sclerosis (fILD-SSc), require a detailed comparative analysis. The aim.
To perform a comparative analysis of clinical and functional characteristics, as well as disease course, in patients with IPF, fHP, and fILD-SSc with
the UIP pattern on HRCT. Methods. This retrospective two-center study included a total of 554 patients: 219 with IPF, 280 with fHP, and 55 with
fILD-SSc. HRCT patterns were classified as typical UIP and probable UIP by radiology experts who assessed the images. We compared clinical,
functional, and hemodynamic parameters, and identified factors associated with the presence of the UIP pattern as well as predictors of disease
progression over a 12-month follow-up period. Results. The typical UIP pattern was identified in 43.4% of patients with IPF, 40.7% of patients with
fHP, and 16.4% of patients with fILD-SSc (p < 0.001). Independent predictors of honeycombing in non-IPF fibrotic ILDs were male sex, high
index scores GAP (Gender, Age, Physiology), digital clubbing, smoking pack-years, and the presence of cough (p < 0.05 for all). Male sex (OR — 2.25;
p =0.05) and GAP index scores (OR — 1.48; p = 0.012) remained the most significant factors in the multiple regression model. The UIP pattern
was a predictor of disease progression in the fHP and fILD-SSc cohort, with the OR of 2.06 (95% CI — 1.07 — 3.96, p = 0.03). Conclusion. The UIP
pattern serves as a significant prognostic marker for progression in patients with fHP and fILD-SSc. This finding underscores the necessity for
enhanced monitoring and consideration of early antifibrotic therapy in these patients.

Key words: usual interstitial pneumonia, interstitial lung diseases, idiopathic pulmonary fibrosis, hypersensitivity pneumonitis, systemic sclerosis,
honeycomb, progressive pulmonary fibrosis.
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Hutepctunuanbhbie 3a06omeBanus jJerkux (M3J1) mpen-
CTaBISIOT CO00I1 reTepOTeHHYIO TPYINy OOJIe3HEH,
OCHOBY KOTOPBIX COCTaBJISIET pa3BUTHE BOCIIATUTEIbHO-
ro Tpolecca v / mim ¢pudpo3sa B JIETOYHON MapeHXUME
u uHTepcTUMH [1, 2]. C BHeApeHNeM B KIMHUYECKYIO
MIPaKTUKY KOMITBIOTEPHOI TOMOTpadru BEICOKOTO pa3-
pemieHus (KTBP) peHTreHonornyeckue METOAbI CTaIU
ocHoBoi nuarHoctuku M3JI. TIpu aToM KiltoueBoe 3Ha-
YeHUe B IMATHOCTUKE JIETOUHBIX (nbpo3oB (JID) numeer
oOHapyxXeHUe TaTTepHa OOBIYHOU MHTEePCTULIUMATIbHOM
nmHeBMoHuu (OUIT).

Nnononatuueckuit JI® (MJID) — ocodasg dopma
XpOoHUYecKol Gubdpo3upyloleit MHTEPCTULIMATILHOMN
ITHEBMOHUY HEU3BECTHOM 3TUOJOTUHU C TIPOrPECCUPY-
IOLIUM TeUeHUEM U HeOJIaronpusITHLIM TTporHo3oMm [3].

CornacHO MeXIyHapOTHBIM PeKOMEHIAIIUSIM, HaJTMINe
tunnyHoro natrepHa OUII (TOUIT) o nanaeim KTBP
y mauMeHTa ¢ KinHudeckoit kaptuHoit M3JI B otcyTret-
BME€ M3BECTHBIX TPUYMH ITO3BOJISIET C BBICOKOM CTETIEHbIO
YBepEHHOCTH YCTaHOBUTH ararHo3 NJIM 6e3 mpoBeneHUs
ouoncuu [3, 4]. BacxkHo otMeTuTh, uTo Hapsaay ¢ TOUIT
BBIIESIETCS] BEPOSITHBIN PEHTI€HOJIOTMYECKUI MaTTepH
OUII (BOUII), npu KOTOPOM HE BCTPEUaeTcsi «COTOBOE
JIETKOE», HO COXpaHSIoTCA KimtodeBbie uepThl OMIT — mpe-
o0JamaHne PeTUKYISIPHBIX M3MEHEHUH, HATMIME TPAKIIN-
OHHBIX OPOHX02KTa30B MPEUMYIIIECTBEHHO B 0a3abHbIX
U cyOruieBpajbHbIX oTaenax Jerkux [1, 3, 4]. I1pu atom
COIJIACHO TIOCIIETHE! BepCUM PEKOMEHIALIMI, HAIMIne
y TareHTa 6e3 yKa3aHWil Ha KOHTaKT ¢ 9K30TeHHBIMU
dakTopaMu 1 MpU3HAKaAMU CUCTEMHOI'O ayTOUMMYHHOTO
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peBMmaTuueckoro 3abojeBaHus narrepHa BOUII rakke
¢ 0OJIBIIION 0JIEl BEPOSITHOCTH CBUIETELCTBYET B MOJIb3Y
nnarnosza UJIO [3].

Onnako natrepH OUII He aBnsieTCs MaTOrHOMO-
HuuHbIM Uit UJID. «CoToBOE JIerkoe» 10BOJIbLHO YacTo
BCTpeyaeTcs npu apyrux pudporuueckux popmax U3J1,
0CO0EHHO cpeau MalueHTOB ¢ GudpoTudecKoi hopmoit
TUIIepUyBCTBUTEIbHOTO MHeBMOHUTA (DI'TI) u pudpo-
tnaeckux popmax M3JI mpu cucteMHOM cKiepoaepMun
(ObU3JI-CCH) [1, 5]. TTo manHbIM TUTEpaTyphl, y 27—61 %
nauueHToB ¢ ¢I'TI mo nannbiMm KTBP BhIsIBIISIETCS TIAT-
tepH OUII, 4TO CIYyXKUT HE3aBUCUMBIM TIPEIUKTOPOM
OBICTPOrO MPOTrPECCUPOBAHMS 1 XyIIIEro MporHosa [6—8].
Cpenu MU3J1, accolmMpoBaHHBIX C CUCTEMHBIM ayTOUM-
MYHHBIM peBMaTHYSCKUM 3a00JIeBaHIEM, KITFOUeBOE 3HA-
yeHue umeet U3JI mpu CCI, nockonbky npu CCJI Hau-
6otee yacto paspusaetcs JID, B T. 4. ¢ marrepHom OMII,
XapaKTepU3yeMBIif BLICOKIM PUCKOM ITPOTPECCUPOBAHUS
1 HeOIarONPUATHBIM ITPOrHO30M [9—11].

Llenbio ncciiemoBaHUS SIBISTIOCH TTPOBEICHNE CPAaBHU -
TEJbHOTO aHajM3a KIMHUKO-(PYHKIIMOHAIBHBIX XapaK-
TEPUCTHK U TeUEeHUS 3a00JieBaHN y TTariueHToB ¢ MJID,
&I'TI u pU3JI-CCH, xapakrepusyembix marrepHom OUII
o nanubsiM KTBP opranos rpynHoit kiretku (OT'K).

MaTepMan bl U METOAbI

IIpoBeneHO peTpoCHeKTUBHOE HaOJ0IaTeIbHOE KO-
ropTHoe uccienoBaHue. OCHOBHasI KOropTa IaiMeHTOB
¢ NJI® u ¢I'TI 6p11a chopMupoBaHa Ha OCHOBE JAHHBIX
Poccuiickoro HallMOHaJILHOTO peructpa Guopo3upy-
fo1IMX 3a00eBaHuii Jerkux 3a rmepuona 2016—2020 rr.
Manuentsr ¢ GU3JI-CCJI 6b11n HabpaHbl Ha 0a3ze De-
JIepajJbHOTO TOCYAapCTBEHHOTO OIOIKETHOTO HAYYHOTO
yapexneHus: «HayuHo-uccaemoBaTeIbCKU MHCTUTYT
peBmartonorun uMmenn B.A.HaconoBoii» B 2020—2025 rr.
Hccnenoanue onoopeHo JIoKaibHBIM 3TUYECKUM KOMU-
tetoM DeepaibHOTO TOCYIapCTBEHHOTO aBTOHOMHOTO
00pa30BaTEILHOTO YIPEKICHUS BBICIIIETO 00pa30BaHUS
«I1epBbIit MOCKOBCKMIT TOCYIapCTBEHHbIN MEAULIMHCKUIA
yHuBepcuteT umenun M.M.CeueHoBa» MuHucTepcTBa
3npaBooxpaneHust Poccuiickoit @enepanuu (CeueHOB-
ckuii Yausepcutet) (Ne IPF-SSc/2024) u cooTBeTcTBO-
BaJIo TIpUHLIMIAM XeJbCUHKCKOM IeKIapaluu.

Obwasn xapakmepucmuxa nayuenmog. OOILIYIO BbI-
0OpKY cocTaBUJIM NalueHThl (n = 554; Bo3pact — 18 et
U cTapliie) ¢ BepuuIMpoBaHHBIMU nuarHo3amu MJID
(n=219), I'TI (n =280) u pU3JI-CCII (n = 55). Anar-
HO3bI yCTaHABIMBAJINUCH B COOTBETCTBUU C ACHCTBYIOLIN-
MM MEXIYHAPOTHBIMUA Y POCCUNCKUMM KITMHUIECKUMU
pekomeHmanusamu [1, 3—5,9, 12, 13].

OO01ast XxapakKTepuCcTHKa MalMeHTOB IIpeIcTaBIeHa
B TabI. 1.

Ouenka natrepHoB no KTBP OT'K npoBoauiack skc-
nmeproM-peHTreHomoroM. Ilarrepr TOUII onpenensii-
Csl TIPU HAJIUUMU «COTOBOTO JIETKOTO», PETUKYJISIPHBIX
U3MEHEHUN U TPaKLMOHHBIX OPOHX03KTA30B ¢ Oa3aib-
HO-CYOIIeBpaibHbIM Mpeodaaganuem. Ilatrepn BOUTT
BKJIFOYAJI B ce0s aHAJIOTUIHBIC M3MEHEHUS 0€3 YeTKMX
MPU3HAKOB «COTOBOTO Jierkoro». Jlist rpynist UJ1® namm-
yue TOUIT / BOUII couetanoch ¢ UCKIIOUEHUEM IPYTUX

npuuuH U3J1. Inarnos ¢pI'Tl ycraHaBauBasics mpu coot-
BercTBytolieM KTBP-narrepHe v KIMHUYECKOM KOHTEK-
cTe, BKJIIOYasl TaHHbIe aHaMHe3a 00 skcno3uuuu |5, 12],
a nuarHo3 CCJ] — B COOTBETCTBUHU C KPUTEPUIMU AMe-
PUKaHCKOI Kosuteruu pesmarojioruu (American College
of Rheumatology — ACR) / EBporneiickoro ajibsiHca ac-
couuauuii peBMatuueckux oonesneit (European League
Against Rheumatism — EULAR) (2013), BkTiovast Hammaue
MPOKCUMAJIbHOM CKIIEPOAEPMUM (JOCTATOUHBIN KpUTE-
puil) 1M HAaKOIUTEJIbHYIO OLIEHKY > 9 6ajlIoB 110 cucTe-
Me, YIUTHIBAIOIIEH XapaKTepHBIC KOXHBIEC, COCYINCTHIC,
JIETOYHBIE TIPOSIBJICHUS U CTIeIIU(DUUEeCKHIEe ayTOAHTH -
tena [9, 13]. OkoHyaTenbHas BepuduKauus JuarHosa
BO BCEX CJIy4asix TPOBOAMIACH MYJIbTUANCIATIIMHAPHON
KOMUCCHEH ¢ yJ4acTHueM ITyJIbMOHOJIOTa, peBMAaTOJIOTA,
PEHTTEHOJI0Ta U, IIPY HATMIWY TUCTOJIOTMIECKIX TaHHBIX,
naTomopdgosora.

JUist aHanu3a UCTOAb30BaANMCH AeMoTrpaduueckue
(11071, BO3pacT), KIIMHUYeCKUe (JUTUTETbHOCTh 3a00J1eBa-
HUSI, OIBIIIKH, OIIEHKA KaIlUIsl, THAEKC KOMOPOMIHOCTH
YapabcoHa, mKajaa MOIU(GULIMPOBAHHOTO OMPOCHUKA
BpuTtaHckoro MemMIIMHCKOTO MCCIeN0BAaTETbLCKOTO CO-
Beta (modified Medical Research Council dyspnea scale —
mMRC)) u pyHKIIMOHANIBHBIC TTApaMeTPhl — ITOKa3aTe-
JI1 criupoMeTpuu ((popcrpoBaHHasl (KU3HEHHAsI eMKOCTh
nerkux (DXKEN), %, ; 06beM GOPCMPOBAHHOTO BbIIOXA
3a 1-10 cexynny (O®@B,), %, ), iuddysuonnoii crocod-
HOCTH JIETKMX 110 MOHOOKcuay yriaepona (DL, %Hm') ;
y KaXIoro naiueHTa pacCUMThIBaJOCh COOTHOIIEHUE
®XKENI (%,,.)/ DL, (%, ). Ha ocHoBaHuu naHHbIX
no Bospacry, noiy, ®KEJI u DL, paccuntbiBaics uH-
JIEKC I10 IIKaJie OIEHKU TSDKECTU U TIPOTrHO3a TEUCHMUS
WJII® (Gender, Age, Physiology — GAP). B aHamu3 BKIII0-
yanauch pa3Mepsl npasoro npeacepaus (ITIT) u mpasoro
xkemymouka (I12K), mokasareiab CUCTOJIMIECKOTO AaBJie-
Hus B JerouHoit aprepuu (CIJIA) mo maHHBIM 3X0Kap-
nuorpaduu. YUuTeiBajicsi 00beM Teparnuu — NpuMeHe-
HUe aHTUGhUOPOTUUECKUX TTpenapaTtoB (MUpdEeHUA0H,
HUHTEIAHNO), CUCTEMHBIX TJTIOKOKOPTUKOCTEPOUIOB,
WMMYHOCYTIPECCUBHBIX CPEACTB U IJIUTEIBHOMN KUCIOPO-
norepanuu. [TporpeccupoBaHue 3a00JieBaHUs B TeUEHUE
1 rona HaGMIONEHUS ONIPENESIOCh COTJIACHO KPUTEPUSIM
AMepHKaHCKOTO TopaKaabHOTo obiecTBa (American Tho-
racic Society — ATS), EBponeiickoro pecrmmpaTtopHOTo
obuiectBa (European Respiratory Society — ERS), flnoH-
CKOro pecnupaTtopHoro oduiectBa (Japanese Respiratory
Society — JRS), JlatTmHOAMepUKAaHCKOTO TOPAKAIbHOTO
obmectBa (Latin American Thoracic Society — ALAT)
(2022) xak HaJIMYKe > 2 U3 CASAYIOLIMX TPU3HAKOB MPU
OTCYTCTBUM aJTbTE€PHATUBHBIX OObSICHEHMIA:

* HapacTaHWEe PECIMPATOPHBIX CUMIITOMOB;
* cumxenne ®XKEN>5% w/um DL >10%
* Bu3yasibHOe mnporpeccupoBaHue JI® mo gaHHBIM

KTBP OTK [3].

HopmanbsHOCTB paciipeneieHrs MpoBepstach KPUTe-
pueM Llanupo—Yunka. KonnuecrBeHHbIE JaHHbIE TIPE/I-
CcTaBJIeHbI B BUAe MenuaHbl (Me) 1 MHTepKBapTUJILHOTO
pa3maxa (IQR), kauecTBeHHbIe — B BUJI€ aOCOMIOTHBIX
1 OTHOCUTEIbHBIX YacTOT. 71T MEXKTPYITIIOBOTO CpaBHE-
HUS KOJTMYECTBEHHBIX TIEPEMEHHBIX TTpuMeHsuics H-kpu-
tepuii Kpackena—Yomuca ¢ mocjieayrommnM monapHbIiM

424

MynbmoHonorus « Pu’monologiya. 2026; 36 (3): 422-434. DOI: 10.18093/0869-0189-2026-36-3-422-434



OpuruHanbHble uccnepoBatus « Original studies

Tabauua 1

Obwas xapakxmepucmuxa nayueHmoe ¢ UOUONAMuU1ecKuM 1e204HbIM uopo3om, hubpomutecKum munom
2UNEPHUYBCHIBUMEAbHO20 NHEGMOHUMA U UOPOZUPYIOUUM UHMEPCMUUUAALHBIM 3A00.1€6AHUCM N€2KUX,
aACCouUUPOBAHHBIM € CUCHIEMHOI CKaepodepmueti

Table 1

General characteristics of patients with idiopathic pulmonary fibrosis, fibrotic type of hypersensitivity pneumonitis and
fibrosing interstitial lung disease associated with systemic sclerosis

XapakrepucTika o (n = 219) | I (n = 280) | $M3N-CCA (n = 55)
Bospacr, rogsl 67 (60-74) 64 (58-71) 57 (49-65)
Mon, n (%):

* MYXCKOM 170 (78) 123 (44) 6(16,4)

* KEHCKVIA 49 (22) 157 (56) 46 (83,6)
«Crax» 3aboneBaHus, Mec. 31,5 (14-53) 49,5 (34-69) 149 (74-228)
GAP, cTaaus 2(1-2) 1(1-2) 1(1-1)
Kypetue, n (%) 130 (59,4) 86 (32,1) 7(12,7)

WK, nauko-ner 30 (20-40) 20 (12-30) 10 (7,5-33)
CepaeyHo-cocyaucTble 3aboneBanus, n (%) 109 (49,7) 106 (37,8) 26 (47,3)
WHpekc YapnbcoHa, 6annbl 4 (3-5) 3(2-5) 4 (4-5)
PKEN, %, 72,7 (57,8-86) 67 (57-78) 78 (65-96,5)
0®B,, %, ., 79 (60,3-89,9) 67,5 (56,0-80,5) 80,7 (63,4-98)
O®B, /| ®XEN, % 85,7 (78,8-91,4) 87,5 (81,4-92,5) 84,1 (82,8-88,9)
®KEN /DLy, %, 1,61 (1,28-2,22) 1,36 (1,18-1,56) 2,03 (1,63-2,38)
DLegs %oy0m 45 (33-59,2) 52 (42-62,6) 41 (31-49)
CANA, MM pT. CT. 35 (26-42) 36 (29-42,5) 38 (31-45,3)
Jleroynas runeptensus, n (%) 58 (54,2) 60 (56,6) 30 (54,5)
Mpuem aHTUMBpPOTUYECKMX NpenapaToB, n (%) 56 (25,5) 36 (13,4) 11 (20)
Mporpeccuposatue, n (%) 41(18,7) 54 (20,1) 8 (14,5)
CmepTtb, n (%) 33(15,1) 45 (16,8) 10 (18,2)

Mpumeyanve: UNO — navonatiueckuit nerouslii ubpo3; T - dubpotudeckwit TN runepyyscTBUTENbHOrO NHeaMoHuTa; hW3M1-CCLl - dubposvpytoLLee HTepcTULManbHOe 3abonesatue ner-
KX, accoLuMpoBaHHoe ¢ cucTeMHol cknepoaepmueit; GAP (Gender, Age, Physiology) — Likana oLeHkv TSKECTH i MPOrHo3a TeyeHIs hanonaTuyeckoro neroyHoro dubposa; VK — nkaexc kypexns;
OXEN - dhopenposanHas KuaHeHHas emkocTb nerkix; OGB, ~ 06bem dhopcupoBaHHoro Bbiaoxa sa 1-1o cekynay; DL ~ AuddyauoHHas criocoBHOCTb nerkix no MoHookenay yrnepoa; CLNA ~

CYCTONMYECKOE [ABNEHINE B NErOYHOM apTepuu.

cpaBHeHMeM npu noMoiu U-kputepuss MaHHa—YuTHU
¢ nornpaskoil boHbeppoHU 7151 MHOXKECTBEHHBIX CpaBHE-
Hu. JIj1s cpaBHEHUS YaCTOT MCITOIb30BANICS KPUTEPUIA 2.
KoppensimoHHBII aHaJTN3 BHIIOTHSIICS 1o MeTony Crimp-
MeHa. JIJ1s1 BRISIBICHUS PEIUKTOPOB IIPOTPECCUPOBAHMS
u Hannuus y nanuenTa narrepHa OUIT ncnonas3oBanach
OuHapHasi JOTMCTUYECKasi perpeccusi ¢ MpeacTaBIeHUEM
pe3yabTaToB B BuAe oTHoweHus maHcoB (O1) u 95%-
HoTro moBeputenbHoro nHrepnaia (JIMN). ROC-ananu3
(Receiver Operating Characteristic) ObL1 UCIIOJIb30BaH
IUJISL OLIEHKU YYBCTBUTEIBHOCTU (Se) U crieluduIHOoCTU
(Sp) dakTopoB pucka pa3BuTus y mauueHToB ¢ OUII.
IToporoBeie 3HaUeHUSI ObLIU pacCUYUTAHbI C TOMOIIBIO
uHaekca FOneHa, KOTOpbIil ONpeaessics TOJIbKO IJIsI TeX
3HaueHuit Se u Sp, rae o0e BeauuuHbI npesbianu 0,5.
Bnustnue narrepaa OUIT Ha KyMyJISITUBHYIO BEPOSITHOCTD
MIPOrpecCupoOBaHMSI 3a00I€BaHMSI OLIEHUBAIOCH C TTOMO-
mbio Metona Kamnana—Meiiepa. [ToporoBblit ypoBeHb
cratucTudeckoit 3HaumMoctT — p < 0,05. Cratuctuue-
cKasg 00paboTKa TaHHBIX BEITTOTHEHA C UCITOIb30BaHUEM
nporpammHoro obdecrieueHust IBM SPSS Statistics 26.0
(IBM Corp., CILIA).

Pesynbratbl

Cpemu nanmenTos ¢ UJID, GI'TI u d3JI-CCI momydeHbI
JIIOCTOBEPHBIEC pa3mnmuust o Bo3pacty (p = 0,0001), mory
(p=0,0001), «ctaxy» 3aboneBanus (p = 0,0001), uHOEKCY
kypenust (MK) (p =0,0001; pacripocTpaHEHHOCTHU U TSIXKe-
CTU KOMOPOUIHBIX 3a00JieBaHU 110 nHAeKCY YapabcoHa
(»=10,0001), BJTIO4As1 CEPAECYHO-COCYIUCTBIE 3a00JIEBAHUS
(p = 0,042). Pan ommmunii o6Hapy»KeH U 0 MOoKa3aTeIsIM
¢y apixanus: nauueHTsl ¢ GU3JI-CCJI otmmyanuch
6osee BeicokuM ypoBHeM DIKEJT no cpaBHenuto ¢ GITI
(p =0,001), mpu a3Tom B rpyrme UJID u pMU3JI-CCJI BbI-
SIBJICHBI OoJIee HU3KME MoKasaresii DL 1o cpaBHEHMIO
¢ naumeHTamu ¢ GITI (p = 0,0001). [TarmenTtsl ¢ pU3JI-
CC/I Takxe oTiMyanuch dosiee BbIcokuM ypoBHeM CIJTA
1o cpaBHeHUIO ¢ TTaneHTamu ¢ MJI® (p = 0,042). Baxxto
TaKKe OTMETUTD, YTO YaCTOTAa MCTIOIb30BaHUST aHTU(MM -
OpOTUYECKMX TMpernaparoB B rpymnrie nauueHToB ¢ GITI
coctaBuia 13,4 %, 9To OBLIO CYIIECTBEHHO MEHBIIIE, YeM
B rpymre MJI®D u dU3JI-CCI, (p = 0,003).

Cpoxk HabMoneHUS 3a TTalMeHTaM1 cocTaBui 12 Mec.
3a yKaszaHHBIM mepuoa HaOJIOJeHUs y TMallueHTOB
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¢ @U3JI-CCJI ormMeueHa MeHbIlIasg 4YacToTa MPOTpeccu-
posanus (14,5 %) o cpaBHeHUIO ¢ manueHTamu ¢ UJID
u GI'TI (p = 0,0001). JlocTOBEpHBIX OTIIMIMUA TTO JIETAIb-
HOCTH HE MOJIY4eHO.

PacnpocTpaHeHHOCTb TUNUYHOTO NaTTepHa 0OLIYHOM
WHTEPCTULMANLHON MHEBMOHNM NPU Pa3NNYHbIX
NeroyHbIx dubposax

[Mpu ananmze KTBP-narrepHoB cpenu nammerToB ¢ 1D
natrepd TOUII BoisiBiien y 95 (43,4 %), narrepa BOUIT —
y 124 (56,6 %) nauuenTos, cpenu 60abHbIX GI'TI narrepH
OWII 6wt moaTBepkaeH y 114 (40,7 %). B To ke Bpe-
M B rpynne nauueHToB ¢ GU3JI-CCI marrepn OUIT
BCTpeyasics cylecTBeHHO pexke —y 9 (16,4 %) 60MbHBIX
(p = 0,001); mpeobamarOIIMM MTaTTePHOM M3MEHEHMI
y nameHToB ¢ GU3JI-CCJI 6p11a hudpo3Has Hecreu-
(burueckast MHTEpCTUIIMATbHAST THEBMOHUS — 46 (83,6 %)
OOJIbHBIX.

B xome perpecCMOHHOIO aHajI13a BbISIBJIEHBI CJIEIYI0-
e (hakTopbl pUCKa HAJIWYUs Y MALMEHTOB «COTOBOTO
JIeTKOTO» B Tpytiie mauneHToB ¢ JIO (pI'TI, pU3JI-CCH),
Ho He- NJID:

« wmyxckoit moa (O — 2,23; 95%-ubiit N — 1,41—

3,54; p=10,001);

* upcio 6awoB o mikajae GAP (O — 1,62; 95%-Hblit

AN —1,21-2,16; p=0,001);

+ «bapabannbie magouku» (OLL — 1,81; 95%-ubrit U —
1,09-3,01; p =0,022);
« MK (O — 1,05; 95%-uwiit AN — 1,01-1,09; p =

0,018);

+ Hajguuue Kauwis (O — 3,85; 95%-ub1ii AW — 1,93—

7,66; p < 0,0001).

[Tpu 3TOM MpU MOCTPOCHUN MHOXECTBEHHOI per-
PECCUOHHOM MOJEIN HanboJjiee 3HaUUMbIMK (DAKTOpAMU
ObL1M Myskckoii ot (O1 — 2,25; 95%-ub1it W — 1,00—
5,09; p = 0,05) u cymma 6ainoB 1o mkaie GAP (OLL —
1,48; 95%-ub1it AN — 1,09—2,01; p = 0,012) (Tabm. 2).

ITo pesynbraram ROC-aHanu3a npoaeMOHCTPUPO-
BaHO, yTo cTanus no mkaie GAP > 2 6annos (ruiomanb
noxn kpuBoi (Area Under the Curve — AUC) — 0,632
(0,526—0,739; p=0,015, Se — 51,2 %, Sp — 73,4 %) u UK

> 20 mauko-ner (AUC — 0,666 (0,540—0,792; p = 0,01,
Se — 77,4 %, Sp — 67,4 %) ABIAIOTCS IPEAMKTOPAMU Ha-
JINYUS Y TALIMEHTOB «COTOBOTO JIErKoro» (puc. 1).

OTnMumMTENbHLIE 0COOEHHOCTN NALMEHTOB C NATTEPHOM
00bIYHOI MHTEPCTULMANBHON NHEBMOHUMN

Cpenu nmanreHToB ¢ MJI® 1ocToBepHBIX pa3inyuii 1o oc-
HOBHBIM KJIMHUYECKUM U (PyHKIMOHAIbHBIM XapaKTe-
pucTHKaM Mexay nmauueHTtamu ¢ natrepHamu BOUIT
1 TOUIT e BoisiBieno. Cpenu il ¢ GU3JI-CCJI 3Hauu-
MBIX pa3IMuMii MeX Iy alueHTaMu ¢ (hrOPO3HOI Hecrte-
HUGpUIeCKOil UHTepCTULIMaNbHOM MHeBMoHMeit u TOUTT
TaK>Ke He BBISIBJIEHO, UTO, BO3MOXHO, ObLJIO 00YCI0BIEHO
OTpaHUYEHHOM BHIOOPKOIT arieHToB ¢ marrepHom OUII.

B 1o xxe Bpems naumenTsl ¢ GI'TI u marreprom OUTT
no gaHHbiM KTBP cymiecTBeHHO OTMYalIuch OT 00JIb-
HbiX GI'TI 6e3 Mpr3HaKOB «COTOBOTO JIETKOTO» MO MOy
(54,4 % nvi MyxcKoro moJja vs 36,7 % Jull )KeHCKOTO
mojia cootBeTcTBeHHO; p = 0,005), cramuu GAP (2 (1-2)
vs 1 (1-2) cootBercTBeHHO; p = 0,023), UK (28 (15—40)
vs 17,5 (7,5—25) mauko-jeT cooTBeTCTBeHHO; p = (0,004).
Kpowme toro, natmentst GITI ¢ HaanYMeM «CoToOBOTO Jier-
KOIo» OTJIMYAIUCh OOJIbIIIEI YaCTOTOM ITPOrPeCCUPOBAHMST
(30 (51,7 %) vs 16 (27,2 %); p = 0,003) (puc. 2).

ITpu 3TOM BaXXHO MOAYEPKHYTh, UTO B rpynme GI'TI
u GN3JI-CC nammume narrepHa TOUII aistaocs mpe-
JIMKTOPOM IporpeccrpoBaHust 3aboneBanust (O1 — 2,06;
95%-wub1it IN — 1,07—3,96; p = 0,03). I1pu npoBeneHnmn
ananm3za Kanana—Meiiepa B rpynne ¢I'TI u ¢U3JT-CCJL
BBISIBJICHBI 3HAYMMBbIC Pa3JIMUUS IO TIPOTPECCUPOBAHUIO
B TE€UCHNE BPEMEHU B 3aBUCUMOCTU OT HAJIMYMSI «COTOBO-
ro jierkoro» (long-rank tect ¥ = 4,96; p = 0,026) (puc. 3).

IMpu cpaBHEHUN TAIIMEHTOB C Pa3JIMYHBIMU HO30-
snormaeckumu nuarHo3amu (MJID, oI'Tl, pU3JI-CCH),
HO C HaJIMYueM «coToBoro Jjierkoro» (TOUIT) no nan-
HbiM KTBP BhIIBAICH psia OTJMUYMIA TIO BO3pacTy, Moy,
«CTaxy» 3a00JIeBaHUSI, PACTIPOCTPAHEHHOCTH KypeHUsI,
COMYTCTBYIOIINX CEPACTHO-COCYINCTHIX 3a00IeBaHN,
TSDKECTH KOMOPOUIHOM maTosoruu. O6paimaeT Ha ceodst
BHUMaHUE CYIIECTBEHHO 0oJiee HU3KAasl 4acToTa UCTOJIb-
30BaHUsI aHTU(UOPOTHUECKUX MpernapatoB B rpymie GITI

Tabauua 2

Pezpeccuonnntii anaaus: npeduKmopvl nammepHa 00b6I4HOIU UHMEPCMUUUAAbHOU NHEBMOHUU CPedu NAUUEHN08
¢ hubpomuneckum munom 2unep4y8cmeumeabHo20 NHeGMOHUMA U PUOPO3UPYIOWUM UHIMEPCMUUUAALHBIM
3a001e6aHUeM A€2KUX, ACCOUUUPOBAHHBIM C CUCTNEMHOIU CKAepodepmuell

Table 2

Regression analysis: predictors of usual interstitial pneumonia pattern among patients with fibrotic type hypersensitivity
pneumonitis and fibrosing interstitial lung disease associated with systemic sclerosis

‘ YHUBapUaHTHBII aHanu3

‘ MynbTHBapHaHTHbIA aHanu3

XapakrepucTtuka
| OLL (95%-Huiit M)
Myxckoit non 2,23 (1,41-3,54)
OueHka no GAP, 6annbl 1,62 (1,21-2,16)
Hannuue cumntoma «6apabaHHbIX nanoyex» 1,81 (1,09-3,01)
UK 1,05 (1,01-1,09)
Kawenb 3,85 (1,93-7,66)

| p | OLL (95%-+e i BA) 0
0,001 2,25 (1,00-5,09) 0,050
0,001 1,48 (1,09-2,01) 0,012
0,022
0,018
0,0001

Mpumesanve: OLL - oTHowweHve waHcos; AN - fosepuTenbHbIit MHTepsan; GAP (Gender, Age, Physiology) - Lukana oLEHKv TSKECTI 11 MPOrHO3a TEYEHNS UAMONATUYECKOTO NEro4Horo mbposa;

K - nHaexc Kypews.
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ROC-kpuBbIe
1,0 =

08 iz Puc. 1. ROC-kpuBbie: MPEeaIUKTOPHI
% naTTepHa OObIYHON MHTEPCTULIMATBLHON
4 IMMHEBMOHUU Y TTALIMEHTOB ¢ (hudpoTH-
’ YECKUM TUIIOM TMIePYyBCTBUTEILHOTO
’ MHEBMOHUTA U (hpUOPO3UPYIOLITUM UH-
0.6 P TEPCTULIMAIBHBIM 3a00JICBAaHUEM JIeT-
! G KHUX, aCCOILIMMPOBAHHBIM C CUCTEMHOI
~ CKJIEpPOIEPMUE
s IMpumeuanue: UK — uHmekc KypeHUsT;
4 ROC-xpuBas (Receiver Operating Charac-
’ teristic) — rpaUIECKUI METOM OLIEHKHU
0,4 ’, KayvecTBa OMHAPHBIX KJIAacCU(DUKATOPOB;
P GAP (Gender, Age, Physiology) — mikana
4 OLICHKH TS2KECTH U IIPOTrHO3a TCUCHUSI
s MIMOTIATUYECKOTO JIerouHOoro (hnubposa.

r” . Figure 1. ROC-curves: predictors of
4 WcTouHuK kpuBoii usual interstitial pneumonia pattern in
0,2 4 === GAP-uHgeKC, 6annb patients with fibrotic hypersensitivity
P4 — K pneumonitis and fibrosing interstitial
lung disease associated with systemic
sclerosis

YyBCTBUTENBHOCTL
~
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Puc. 2. Yacrora nporpeccupoBaHusl Cpear MalMEeHTOB C UIMONATUYECKUM JIETOYHBIM (hUOPo30oM, GUOPOTUYECKUM TUIIOM TUIIEPYyBCTBUTEb-
HOTO TTHEBMOHUTA ¥ (PUOPO3UPYIOIINM UHTEPCTUIIMATBHBIM 3a00JIeBAHUEM JIETKHX, aCCOLIMMPOBAHHBIM C CUCTEMHON CKJIepOAepMUeil TPy Ha-
JINYUU U OTCYTCTBUU «COTOBOTO JIETKOTO» T10 TaHHBIM KOMITBIOTEPHOI TOMOTpachuyl BEICOKOTO paspelieHust; %

TIpumeuanue: MJID — uanonaruyeckuii serounbiii pudpos; GbI'TI — dpubporudeckuii TUI ruriepuyBcTBUTEIbHOTO MHeBMonuTa; GU3JI-CCH — dubpo-
3UPYIOILIEe NHTEPCTULIMAIbHOE 3a00/1€BaHUE JIETKUX, aCCOLIMMPOBAHHOE C CUCTEMHOI1 CKJIepoiepMHUEi.

Figure 2 Progression rates for patients with idiopathic pulmonary fibrosis, fibrotic hypersensitivity pneumonitis, and fibrosing interstitial lung dis-
ease associated with systemic sclerosis with and without honeycombing on high-resolution computed tomography; %
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Puc. 3. Kpussie Kamnana—Meiliepa: BIusiHue maTTepHA OOBIMHONM MHTEPCTUIIMATBHON MTHEBMOHUY Ha MPOTPECCUPOBAHUE JIETOUHOTO (hnubpo3a
y MALMEHTOB ¢ (UOPOTUYECKUM TUIIOM TUTIEPIYBCTBUTEIBHOTO ITHEBMOHMTA U (hUOPO3UPYIOIINM MHTEPCTUIIMATBLHBIM 3a00IeBaHUEM JIETKHUX,

aCCOLIMMPOBAHHBIM C CUCTEMHOU CKJ'[CpOZ[CpMI/IGI‘/i

IMpumeuanue: JI® — nerounsiii pudpo3; OUIT — obbIyHast MHTEPCTULIMAIbHASI THEBMOHMS.

Figure 3. Kaplan — Meier curves: the effect of usual interstitial pneumonia pattern on the progression of pulmonary fibrosis in patients with fibrotic
hypersensitivity pneumonitis and fibrosing interstitial lung disease associated with systemic sclerosis

¢ narrepHom OUII o cpasuenuto ¢ UJI® u pU3JI-CCJ],
(14,9 % vs 27,4 1 28,6 % COOTBETCTBEHHO).

ITpu 3TOM KpaiiHe BaxKHO MTOAYEPKHYTh, YTO IMAllM-
eHThl ¢ matrepHoM OUII nipu GI'TI u pU3JT-CCJI no-
CTOBEPHO HEe OTIMYaanch OoT 60abHBIX MJID no moka-
satemo DL, m3MeHeHUsIM NpaBbIX OTIENIOB CEPALa,
YacToTe MPOTPecCupoBaHus 1 JeTaabHocTU. [1o 3Haue-
HusiM O2KEJT mexxmy marmentamu ¢ UJI® u pI'TI ¢ OUIT
TaKXKe He MOJYYeHO 3HAUMMBIX Pa3IM4Mil, a MalMeHTbI
¢ pU3JI-CCJ u narrepHom OUIT otnuuanuck oT 60J1b-
HbIX UJI® 6051ee BeicokuM ypoBHeM DKEJ (Tadm. 3).

O6cyxpaeHue

B nociienHume roapl Bece 60JbIIee BHUMaHUE UCCIIEA0Ba-
TeJiel TIpUBJIeKaeT U3YYeHHE IPOOIEMBI ITPOrPEeCCUpY-
fomux JI® y nauuenros ¢ M3J1, e Bkmovass MJID, uto
BO MHOTI'OM OOYCJIOBJIEHO TSI’)KECTbIO M HEOJIaronpusiT-
HBIM IIPOTHO30M Y MALIEHTOB JaHHOM TPYIIITLI, a TAKKE
TTOSIBUBIIIEICST BOSMOKHOCTBIO Ha3HAUYCHUSI 3TUM 0OJIb-
HBIM aHTU(DUOpoTYecKoit Tepanuu. OcoOblit HTEpEC
MPeNCTaBSIOT MaleHThl ¢ HanuureM natrepHa OUII,
KOTOPEHI 00CyXIaeTcs KaK He3aBUCUMBIN TTPEeIUKTOPD
rporpeccupoBanmst JID, 1 BO3MOXHOE TTOKa3aHME K 00-
Jiee paHHEMY Ha3HauYeHUIO aHTU(PUOPOTUUECKUX MpeTia-
partoB [14—16].

IMonyyeHHBIE B paMKaX MCCIIEIOBAHUS Pe3yIbTaThl
MTOTYEPKUBAIOT BEICOKYIO PACIIPOCTPAHEHHOCTD «COTOBOTO
JIETKOTO» HE TOJIBKO y ranueHToB ¢ MJID, vo nmpu pI'TT —
40,7 %, a taxxe nipu GpM13JI-CCII — 16,4 %.

A.Adegunsoye et al. TIOly9eHBI CXOXKUE PE3YIbTATHI
y mauueHToB (7 = 1 330) — «COTOBOE JIEFKOE» BBISIBIEHO
y 42 % it ¢ xponudeckuM ['T1 [17]. E.Seixas et al. moka-
3aHO, YTO MpUMepHO Yy % nauueHToB ¢ ¢ITI no naHHbBIM
KTBP nipucyrcTByeT marrepH «COTOBOIO JIETKOro» [6]. Ps-
TIOM MccienoBareieli MoATBePXKIaeTCsl TOBOJbHO BbICOKAs
pacrnipoctpaHeHHOCTh nattepHa OUII cpenu nmaureHToB
¢ M3JI-CC — 7,6—24 % [18—20].

B xone HacTosIIIIeTO MCCIeNOBAaHMS BBISIBIICHBI CIICTY-
JOILME IIPEIUKTOPBI HATMUKS «COTOBOTO JIETKOTO» CPeau
namueHToB ¢ pudpornueckumu M3J1, Ho He-NITTD:

*  MYXCKOMU 1OJ;

* cymma 6ayutoB no mkaie GAP;

* CHUMIITOM «0apabaHHBIX MaJOYEK»;
« UK;

*  HaJIMJMe Kalis.

B oTHoOILLIEHMM MYXKCKOTO 110J1a M KypeHUs1 ObLia oI1y0o-
JINKOBaHa paboTa, Mo pe3yjbTaTaM KOTOPOI MOATBEPIAM-
JIOCh, uTO MyxKckoi nmoj (O — 1,88, p = 0,002) u Kype-
Hue (OL — 1,16; p = 0,002) aBnsiIoTCS HE3aBUCUMBIMU
MpenrKTopamu BeisBieHus natrepHa TOUII, a e BOUIT
1o naHHbiM KTBP cpenu natmenTos ¢ UJI® [16]. B kpyr-
HOM HccienoBaHuu 1o ¢uodpornyeckum U3J (n =2 746)
SKEHIIHBI cOCTaBIISUN 51 % OT 06111l KOTOPTHI, HO Y My3K-
YUH pUCK nporpeccupoBanus JID ObLT CTATUCTUYECKHT
3HAYMMO BBIIIE TTOCJIE€ MOIMPaBKU Ha Apyrue (pakTopbl
(O — 1,20; 95%-ub1it 1N — 1,06—1,36); p < 0,05) [7].

3HAYNMOCTh U3MEHEHUH (DajaHT MaJbIEB IO TUITY
«bapabaHHBIX MAJOUYEK» B OILIEHKE PMCKOB Y MAIIMEHTOB
¢ pudpornueckumu M3JI OGb1a mponeMoHCTpUpPOBa-
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Tabauua 3

CpasnumenvHblil AHAAU3 OCHOBHBIX XAPAKMEPUCTUK NAUUEHNO06 C UOUONAMUUECKUM Ae204HbIM Puiopozom
NpU HAAUMUU MUNUYHO20 RAMMEPHA 00bIYHOU UHMEPCIMUUUAAbHOU NHEGMOHUU U AUY, ¢ PUOpOmuU1ecKuUM
munom 2unep4yecmeumenbHo20 NHeGMoHUMA + 00bIMHAS UHMEPCMUNUUAAbHAS NHeBMOHUA U YUOPo3UpyIOwUM
UHMEPCMUUUAAbHBIM 3A00.1e6AHUCM A€2KUX, ACCOUUUPOBAHHBIM C CUCIEMHOU CKaepodepmuell, + o0bluHas

UHMEPCMUUUAAbHAS NHEGMOHUA
Table 3

Comparative analysis of the main characteristics of patients with idiopathic pulmonary fibrosis in the presence of a typical
pattern of usual interstitial pneumonia and individuals with fibrotic type of hypersensitivity pneumonitis + usual interstitial
pneumonia and fibrosing interstitial lung disease associated with systemic sclerosis + usual interstitial pneumonia

Xapartopcru Tots  Chemg mom | " hes | anccmom
Boapacr, rogbl 66 (59-76) 63 (57-71) 0,037 61 (49-67,5) 0,051
Mon, n (%):

* MyXCKOMA 81(85,3) 62 (54,4) 1(11,1)

 JeHCKMit 14 (14,7) 52 (45,6) e 8(88,9) e
Crax 3aboneBaHus, Mec. 34,5 (12,3-56,3) 55 (35-73) 0,0001 240 (60,5-336) 0,0001
GAP-uHAekc, cTapms 2(2-2) 2(1-2) 0,201 1(1-1) 0,001
Kypenue, n (%) 65 (68,4) 41 (36) 0,0001 1(11,1) 0,0001
CeppeyHo-cocyaucTble 3abonesanus, n (%) 47 (49,5) 41 (36) 0,049 7(77,8) 0,163
WHpexc YapnbcoHa, 6annbi 4 (3-5) 3 (2-5) 0,032 5 (4,5-6) 0,047
PKEN, %, 72,9 (55,4-84,1) 66 (58-73,1) 0,162 93 (72,5-110) 0,037
00B, / ®XEN, % 85,6 (79,2-90,7) 87,4 (81,7-93,1) 0,096 83,0 (81,7-87,3) 0,562
®KEN /DLy, %, 1,73 (91,29-2,41) 1,39 (1,23-1,68) 0,051 2,42 (1,77-3,79) 0,051
DL ggs oo 46,4 (30-57,9) 49 (35,8-57,3) 0,252 40,5 (19,5-60,8) 0,641
Dunatauwus, n (%):

«nn 19 (36,5) 15 (34,9) 0,867 3(33,3) 0,853

o MK 14 (26,4) 19 (40,4) 0,137 1(11,1) 0,434
CAJIA, MM pr. cT. 34 (24,3-53,5) 37 (30-45) 0,059 40 (30-69,5) 0,063
TNeroynas runeptenaus, n (%) 21 (47,7) 25 (64,1) 0,134 5 (55,6) 0,728
[inutenbHas kucnopopotepanus, N (%) 25 (26,3) 49 (43) 0,012 - -
Mpuem anTUcMGpoTMyeckux npenapatos, n (%) 26 (27,4) 17 (14,9) 0,027 2(28,6) 0,945
Mporpeccuposatue, n (%) 18 (54,5) 30 (51,7) 0,796 1(20) 0,150
CwmepTb, n (%) 13 (13,7) 21(18,4) 0,356 2(33,3) 0,189

Mpumeyatme; AN - navonatnieckuit nerouHbii ubpos; T - dmbpoTuyeckuit Tun runep4yBCTBUTENbHOMO NHeBMOHuTa; h3/1-CCL - dmbpoaupytoLee MHTepCTULMANbHOE 3abonesatue ner-
KiX, aCCOLMMPOBAHHOE C cvcTeMHoI cknepopepmueit; TOWI — TunuyHbIin naTTepH 0BbI4HOR MHTEPCTULMANBHON NHeBMOHMM; GAP (Gender, Age, Physiology) - Lukana oLeHKy TAXeCT! 1 NporHo3a
TEHEHVA WavionaTheckoro nero4Horo dubposa; GXKEN - dopenposanHas KuaHerHas emkocTb nerkix; OGB, ~ 06bem dhopcupoBaHHoro Bbigoxa 3a 1- cekyray; DL, — auddyauonHas cnocob-
HOCTb NErkux no MoHookcuay yrnepoga; M - npasoe npeacepave; MK - npasbiii xenynouex; CAMA - cucTonnyeckoe [aBnexie B NErouHOM apTepuu.

Ha U B Ipyrux padotax. Tak, mo naHHbIM Y. Wang et al.
CUMIITOM «OapabaHHBIX Majlouek» SIBJseTCs (haKTOpOM
pucka nporpeccupoBanust JI® (OLL — 1,52; 95%-Hblit
AN —1,03-2,24); p =0,035) [15]. M.Cai et al. noxa3zaHo,
yT0 y nauueHToB ¢ MJID n Hannmumem cumnToma «bapa-
OaHHBIX TTAJIOUYEK» Yallle BHISBIISIIOTCS «COTOBOE JIETKOE»
no naHHbIM KTBP u Gonee nuskue snauenus DL [21].
ITpu GI'TI cummniToM «OapabaHHBIX TTAJIOYEK» TAKXKE aCCO-
LIMUPOBAJICS ¢ HEOJIAronpusTHBIM ITporHozom (O — 2,2;
95%-ub1it U — 1,1-4,4); p = 0,023) [8].

Taxcke mpeacTaBIIsIeT MHTEPEC CBSI3b KaIIUIS ¢ TIaTTep-
HoMm OUII, monmyueHHas B xone uccinenoBanus. [1peamno-
JlaraeTcsl, YTO BO3HMKHOBEHHUE Kalljs pu (pudpoTuue-
ckux M3JI MmoxeT ObITh CBSI3aHO C MPOrpecCUpylolein
(pubpo3HOIT mepecTpoiiKoi JIerouHON TKaHU, CO3Aalolei
TPaKLMOHHBIN 3 deKT, 1 Bo3nelicTBUE Ha CEHCOPHbBIE
HepBHBIE OKOHYaHud [22, 23].

ITokazaHo Takxke, 4To 60Jiee BbIpaxKE€HHBIN KallleJb
y nauueHToB ¢ U3JI-CCJI accouuupoBaH c 6oJjiee TsKe-
JibIM TiopaxkeHueM Jierkux. [Manmentst ¢ U3JI-CCJI u xa-
Jlo0aMU Ha KallleJib XapaKTepU30BaInuCh 00ee HU3KUM
3HaueHnem DL, Gosiee BbIpaXeHHOM OIBILIKO# 1 60JIb-
meit pacripoctpaHeHHOCTHIO JI® no manasiM KTBP OI'K.
MHTEeHCUBHOCTD KaIlUTS TAKKe OTPUIIATEILHO KOppe-
posaJa ¢ rmokasatesem @XKEJI [24, 25].

ITonyuyeHHast B3auMocBsI3b C oLieHKo# 1o mKane GAP
u narrepHoM OUII o nanneiMm KTBP nonteep:xaaet ee
MIPOTHOCTHYECKOe 3HaueHue. Y. W, Liao et al. ycTaHOBIICHO,
yTo onieHKa 1o GAP > 2 6anioB IBAsIETCS IPEIUKTOPOM
JletTanbHOCTH Y TTauueHToB ¢ JID (OL — 16,7; 95%-Hblii
AU — 3,28—85,14; p=0,001) [26]. ITpu ¢I'TI noxkasaHo,
4yTO cymMMa 0aiioB 1o mkajae GAP Takke saBisteTcs mpe-
nukropom mnporpeccupoBanus (O — 1,57; 95%-Hblit
N —1,1-2,3; p=0,015) [8].
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B xone uccnenoBaHus M3ydyanauch OTIMYUTEIbHbIC
ocobeHHocTU mauueHToB ¢ narrepHom OUII npu oc-
HOBHBIX (hopmax JI® — UJTD, pI'TI, pU3JI-CCII.

B rpyniie MJI® He 0GHapyKeHO 3HAYNMBIX PA3IUInid
MEXIy TallMeHTaMU C HaJIUYMUeM WU OTCYTCTBUEM «CO-
ToBOro Jierkoro» (marrepusl TOWIT u BOUIT) kak mo oc-
HOBHBIM KJIMHUKO-(YHKIIMOHAIEHBIM XapaKTePUCTUKAM,
TaK 1 10 YacTOTE MTPOrpecCUpoOBaHMs 1 IMPOTrHO3y. B To ke
BpeMsI Ipyrre aHHbIe HECKOJIBKO MPOTUBOPEYUBHI B 3TOM
Borpoce: M. Mura et al. TakXe He BBISIBJICHO pa3Iu4uii
B CKOPOCTHU ITPOTPECCUPOBAHNS 1 BEDKMBACMOCTH B 3aBU-
cumoctu oT KTBP-marrepna nipu UJID [27]. TTo naHHBIM
B.S.Kwon et al., y naiiuentoB ¢ TOUIT u BOUII no nan-
HbiM KTBP nponeMoHcTpripoBaHa cpaBHUMAs KJTMHUYE-
CKasl 3HAUNMOCTb, BKJTFOUAsT TEMITBI IIPOTPECCUPOBAHUS
n BeKMBaemocTy ripu UJ1D [28].

IIpu stoM 1o nanuwbiM 1. Gayd Garcia-Manso et al.
oTMedeHo, yto natrepH TOUII accouuupoBacs ¢ 60-
JIee BBICOKOI CMEPTHOCTBIO B TeUeHHUE 2 JIET TI0 CpaBHE-
nuio ¢ BOUIT (O — 0,23; 95%-ub1it AU — 0,06—0,99;
p=0,04). IMamuentsr ¢ UJI® u TOUTT oTimyanuch OT JINILL
¢ BOUII 6osiee HU3KUMU (PYHKIIMOHATBHBIMU MTOKa3aTe-
nsamu — OXEI (74,8 + 18,7 %, vs89,3+£23,7%,
cootBeTcTBeHHO; p < 0,001) m DL 0 (50,3 £19,7 %,
vs 66,5 £ 19,2 % - COOTBGTCTBGHHO p =0,001) [29]
B 10 ke BpeMs 1o, ,Z[aHHBIM M. L.Salisbury et al. mauiieHTHI
¢ TOUII He ommmuanuck ot juir ¢ BOUII o CIDYHKL[I/IO-
HabHbIM TIoKasatenam — MXKEJT (66,6 + 14,4 %

68,3 £ 17,1 %, coorBercTBEHHO; p = 0,60) 1 DL

(45,6 £ 14,6 % " s 50,9+16,9%,, COOTBCTCTBCHHO
p=0,32) [14]. HO)IO6HI)IMI/I npOTMBopqu/IHMI/I B JIUTEpa-
Type MoAYepKUBarOTCs reteporeHHocTh MJIMD 1 Bo3MOX-
HOE BJIMSIHUE Ha MPOTHO3 11eJIOro KoMIlieKca (hakTopoB.

CorracHo Toly4eHHBIM pe3ysibTaTaM, HauboJIbIIme
pa3IMIUS MEXIY MAallMeHTaMU ¢ HAIMIUEM WA OTCYT-
CTBHEM «COTOBOTO JIEFKOT'0» ObLIN BBISIBIIEHBI CPEIU T1a-
uueHToB ¢ GI'TI. I[MauuenTtsl ¢ I'TI u marrepHom TOUTI
qarie ObIJTM MYXXCKOTO I10J1a, Y HUX OTMeJaicsi OOJIbIITNIA
UK, oHu oTMyanuch CylieCTBEHHO OOJIbIIEH YaCTOTOM
MPOTpeCcCUpPOBaHUS TT0 cpaBHeHMIO ¢ tuniaMu ¢ pI'TI 6e3
HaJIMYMST «COTOBOTO JIerKoro» 1o naHHsiM KTBP.

B pamkax uccienoBaHusl He TOATBEPAUINCH 3HA-
yuMble pa3nuuust Mexay mauumentamu ¢ GU3JI-CCH
¢ HamnuneM nattepHa OUII u ipu ero OTCyTCTBUM, YTO
MOXKeT OBbITh 00YCJOBJIEHO HEOOJIBIIION BEIOOPKOH MaLiu-
eHToB ¢ OUII B naHHo¥ rpynre. B To xe BpeMsl pu npo-
BEICHUU PETPECCHUOHHOTO aHAJIM3a B TPYIIIE IMallueHTOB
¢ GI'TT u pU3JI-CCJI obHapyKEeHO, YTO TTPU HATUUUU
«COTOBOTO JIETKOTO» B 2 pa3a YBeJIMUMBAETCS BEPOSITHOCTD
nporpeccupoBanust JID.

IMo manHbIM KpymHOTO UccienoBanus A.Adegunsoye
et al. (n = 1 330) Takke TTOKa3aHO, YTO HAJIMUMUE «COTO-
BOTO JIETKOTO» SIBJISIETCSI HE3aBUCUMbBIM MPEANKTOPOM
MOBBIIIEHHON cMepTHOCTU MpU pazanyHbix M3J1 (O —
1,62; 95%-nwrit 1N — 1,29—-2,02; p < 0,001) [17]. J.M.Gu
et al. (n = 1 469) ycTaHOBIIEHO, YTO CPEeAy MALIEHTOB
¢ nporpeccupyoium JI® pas3andHoi 3TUOJIOTUM pac-
MPOCTPAaHEHHOCTh «COTOBOTO JIETKOr0» cocTaBua 26,4 %
1 OHO Yallle BCTPeYyaoCch CPEeAN HEBBIKUBIINX IMAITICHTOB
(39,3 % vs 16,5 %; p < 0,001) [30]. CornacHO JaHHBIM
uccaenoanust D.C.Marinescu et al. (n =1 593), He3aBuCH-

MbIMU MPEAUKTOpaMu JieTanbHoro nucxona rnpu M3JI 6b10
Hajimuue «coToBoro jerkoro» (OL — 1,16; 95%-Hblii
AN — 1,00—1,24; p =0,05), TpaKIIMOHHBIX OPOHXOIKTA-
308 (OLL — 1,18; 95%-ub1it AW — 1,10—1,27; p < 0,001),
a TakKe yBeJn4yeHue nuamerpa JeroyHoit aprepuu (OLL —
1,03; 95%-nb1it W — 1,01—1,04; p = 0,003) [31].

Psn ucciemoBaHmil CBUIETEIBCTBYIOT O TOM, UTO TIa-
uueHThl ¢ JI® u narrepaom OUII no nanHeiM KTBP
SIBJISIIOTCSI COMOCTaBUMBIMU 11O TEUEHUIO U MPOTHO3Y
¢ 6oapHbIMU WUIID [6, 32, 33]. T.N.Adams et al. nokasza-
HO, YTO BbIXXKMBAeMOCTb MauueHToB ¢ GI'TI u «CoTOBbIM
JIErKUM» cXoHa ¢ TakoBoii ipu MJID (Me — 69,2 mec. vs
77,3 mec.; p = 0,68) [34].

S. Petrarulo et al. BbISIBJIEHO, YTO TMCTOJIOTMYECKU IO/ -
TBepxkaeHHBI attepH OUII y maumenTos ¢ I'TI 0bL1
HE3aBUCHUMBIM TTPEAUKTOPOM HEOJIarOMpUsITHOTO TIPO-
rao3a (22 % vs 8 %; O — 2,8; 95%-uw1it W — 1,3-5.8;
p = 0,004) [35]. B cBoto ouepenb, M.De Santis et al. ot-
MEUEHO, YTO HAJIMIKE «COTOBOTO JIETKOTO» CIIYXKUT He3a-
BUCHMBIM ITPEIUKTOPOM JICTAIbBHOCTH CPEIU MAIleHTOB
¢ U3JI-CCJ (O — 1,23; 95%-ubiit A — 1,10—1,44;
p <0,001) [19]. A.Roeser et al. Haba0OAaM0CH MTPOTpPeEC-
cupoBaHue rpuMepHo y 50 % nauuenron ¢ U3JI-CCJI
n natrepaom OUII [18].

Baxxnbimu ocobeHHocTsiMu natmeHToB ¢ M3JI-CCL
¢ narrepHoM OUII gBasiUch cylecTBeHHO Oosiee I~
TEJIbHBIN CTaX 3a00J1eBaHUs 1 60Jiee BHICOKUI YPOBEHD
®XKEJI no cpaBHenuto ¢ UJID. [1pu 3T0M 110 JTaHHBIM COB-
PEMEHHBIX HCCIeI0BaHUI MOKa3aHO, YTO IMPOrpeccrupoBa-
aue JI® npu N3JI-CCJI MoXeT IPONCXOIUTh HE3aBUCUMO
OT uTenbHOCTH 3a0oneBanust. Tak, A. M. Hoffinann-Vold
et al. He BBISIBJICHO Pa3IMuMii B CKOPOCTU IIPOTPEeCCUPO-
Banust U3JI-CCJI mexay rpynmnaMu NauueHTOB C pa3HO
MMPOIOJKUTEIBHOCTBIO 00JIE3HM, BKITIOUAs TeX, Y KOTO
3abosieBaHMe mmvock > 15 et [36]. B nccaenosanun
M. T.Durheim et al. pyHKIIMOHAJIbHBIE TTOKA3aTEIU TIPU
NJI® Ttakke 6bL1M 1OCTOBEpHO Hike, yeM rpu U3JI-CCJI:
cpennsst KEN cocrapnsinia73 %, vs87% .,
45 %, Vs 51 %, ipu N3J1- CC,Z[ (p <0,0001) [37]. Oxn-
HaKO BaXXHO MOAYEPKHYTb, UYTO HECMOTPS Ha OOJIBIIYIO
MPOAOJIKUTELHOCTh 00JIE3HU U 00Jiee BLICOKUIA YPOBEHb
®KEJ, mammentsl ¢ OUTI mpu ¢ 3JI-CCI mocToBepHO
He oTnmJaauch oT 60apHbIX MJID 110 9acToTe miporpeccu-
POBAHUS U JIETAJTLHOTO MCXOA.

3aknioyeHue

B xone Hacrosero nuccienoBaHus yCTAHOBJICHA BbI-
cokas pacrnpoctpaHeHHocTh natrepHa OUIT nmpu I'TI
u GU3JI-CCJI, yTo noguepKrBaeT akTyaIbHOCTb MpooJie-
Mbl TuddepeHInanTbHOR TMarHOCTUKY Pa3IUYHbIX (QU-
oporuyeckux M3J1 ¢ UJID. Hanuuue «cOTOBOTO JIETKOr0»
y nmaiueHToB ¢ JI® 3aBUCUT OT LIeJ0T0 psifia (haKTOpOB,
cpenu KOTOpbIX HauboJIblliee 3HaYeHUE UMEeT MYKCKOI
TT0J1 ¥ cTamust 3a0ojeBaHus 1o mkajie GAP. OmHako eciu
B ciydyae MJI®D npu HaIM4um «COTOBOTO JIETKOTO» CYIIE-
CTBEHHO HE MEHSUIMCh KJIIMHUYECKasl KapTUHA U TeYEHUE
3aboneBanust, To ipu GI'TI u U3JI-CCJI marrepn OUTT
SIBJISUICS] HE3aBUCUMBIM TIPEIUKTOPOM ITPOTPECCUPOBAHUS
JI®. TMonydyeHHbIe pe3yabTaThl MOAYEPKUBAIOT HEOOXO-
IHUMOCTb TIATEJILHOIO MOHUTOPUHTA I CBOEBPEMEHHOTO
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OpuruHanbHble uccnepoBatus « Original studies

Ha3HaYeHUsT aHTUPUOPOTUYECKOI Teparuy y MalMeHTOB
¢ JI® u narreprom OUTT o KTBP.

Cnucok cokpaLyeHmi

BOUII — BeposSTHBIN PEeHTIT€HOJOTUYECKUI MAaTTePH
O0OBIYHOI MHTEPCTULINATBLHOM ITHEBMOHUM

JAN — noBepuTeNbHbIN MHTEPBAI

M3JI — nHTepcTuLIManbHbIe 3a00eBaHus TETKUX

WK — unnexc KkypeHust

NJI® — namornatnyecKuii JISTOUHBIN (hrdpo3

KTBP — xommnbloTepHas Tomorpadust BLICOKOTO pa3pe-
LIeHUs

JI® — nerouHsIit hprdpo3

OT'K — opraHbl TpyIHOI KIIETKA

OMUII — oObIyHAsT MHTEPCTUIINATIbHAST TTHEBMOHUS
ODB, — 00beM PopCHPOBAHHOTO BLLIOXA 32 1-10 CEKYHIY
OIIl — oTHOIllIEHUE IIAHCOB

I12K — npaBblii Xkeaynouek

I1I1 — npaBoe nipencepaue

CIJIA — cucroiuyeckoe AaBJAeHUE B JIETOUHON apTepruu
TOUII — TMMWYHBIN TATTEPH 0OBIYHOW WHTEPCTULIMATb-
HOW MHEBMOHUU

¢I'TI — pubpoTUYECKUI TUIT TUNIEPUYBCTBUTEIHBHOTO
ITHEBMOHHTA

®XKEJT — hopcupoBaHHast XKu3HeHHAas1 eMKOCTb JIETKHX
GU3JI-CCJl — pubposupytolnee WHTEPCTUIINATIBHOE
3a00JI€BaHNE JIETKMX, ACCOLIMMPOBAHHOE C CUCTEMHOM
CKJIEPOAEPMUEI

ACR (American College of Rheumatology) — AMepuKaHcKasi
KOJIJICTUST PEBMATOJIOTUH

ALAT (Latin American Thoracic Society) — JlatTmHOaMe-
PUKaHCKOE TOpaKaJlbHOE OOIIECTBO

ATS (American Thoracic Society) — AMepuKaHCKOE Topa-
KaJbHOE OOIIEeCTBO

AUC (A4rea Under the Curve) — miomanb moa KpUBOi
DL, — miuddysrnorHas criocoOHOCTb JIETKHUX MO MOHO-
OKCHUIY yriaepoaa

ERS (European Respiratory Society) — EBporneiickoe pe-
CIIPaTOpPHOE OOILIECTBO

EULAR (European League Against Rheumatism) — EBpo-
MeNCcKUii absHC accolaliil peBMaTUYeCcKUX 0oIe3Heil
GAP (Gender, Age, Physiology) — 111kaJia OLIEHKY TSKECTU
1 ITPOTHO3a T€YCHUST MIUOTIATIYECKOTO JISTOYHOTO (prbpo3a
IQR (interquartile range) — UHTEPKBaPTUILHBIN pa3mMax
JRS (Japanese Respiratory Society) — SInoHCcKOe pecrnu-
paTopHOE OOIIECTBO

Me (median) — mennana

mMRC (modified Medical Research Council dyspnea
scale) — 1ikana MoaAUGUIUPOBAHHOIO OMPOCHUKA
BpuTaHCKOTr0 METUIIMHCKOTO MCCIIEIOBATEILCKOTO COBETA
ROC-xpuBas (Receiver Operating Characteristic) — Tpa-
¢duyeckuit METOI OLIEHKM KayecTBa OMHAPHBIX KJIaCcCH-
(ukaropon

Se (sensitivity) — 9yBCTBUTEIBHOCTD

Sp (specificity) — cnennUIHOCTD
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Mpodunb akcnpeccun matpuyHbix PHK kak noTeHUManbHbIN
buomapkep MauonaTMHeCKoro 1 NPOrpecCUpyHLLEro Nero4yHoro
¢hmbpo3a: NMNoTHOEe UccnesoBaHme
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Pesome

WurepctuimanbHbie 3a6oneBanust erkux (M3J1) BkmoualoT B ce6st unnonarudeckuii (MJIP) u mporpeccupyomniuii Jerounsiii hpuopos (IJ1D),
MPUBOASILKE B TeUeHHUE 3—5 JIeT K TsKeJION AbIXaTeJbHOM HenocTaTouHOCTU. Lleblo rccinenoBaHus SIBJSUIOCH U3ydyeHue Npoduiist 9KCIIPEeCCUn
MPHK B MoHOHYKITeapax kpoBu Kak 6uomapkepa [1J1D u NJ1D. Matepuansi u MeTonsl. B 7-1eTHee MPOCMEKTUBHOE OMHOIIEHTPOBOE MCCIIENO-
BaHMe ObUTH BKIIIOYeHBI anmeHThl (7 = 110) ¢ MWD (n = 16), ITIJID (n = 35) u Henporpeccupyomum tedueHueMm M3J1 (n = 59). B nuioTHbIiI
ananm3 skcrpeccun MPHK Bonwin nammentst (n = 24) ¢ nporpeccupyiommm teueHueMm [IJID (n = 16) u UJID (n = 8) u KOHTpOIbHAS IPyIINa
(n = 20). YuyursiBast pojib POBOCHANNTEIbHBIX IMTOKMHOB (IL-1A, IL-6, IL-8), peryisitopHbix (akropos unrepdepona (IRF5, IRF7), 6enkos
KIF2C, CIITA, TYMS, HIURP, CDKNIA, UBE2C, BIRCS5 u nerounbix cypdakraHToB (SpA, SpB) B peryisiiuu uMMyHHUTETa, POAHATU3U-
poBaH ypoBeHb akcnpeccun 14 MPHK B MoHOHYKIeapax kpoBu y 60onbHBIX [1J1D. Pe3ynbraTsl. BeIssBIeHBI CXOMHbBIE TATOJOTHUECKUE TTATTEPHBI
akcnpeccut MPHK 9 renoB (/L6, IRFS5, IRF7, TYMS, HIURP, UBE2C, BIRCS, SpA, SpB) y natenTos ¢ ITJI® u NJID o cpaBHEHHIO ¢ KOHT-
posieM. Okcnpeccust S5 reHoB (KIF2C, CIITA, CDKNIA, IL6, IL8) 6buia noctoBepHo cHuxXeHa. [1o pesyiabratam ROC-aHanu3a nokasaHo, 4To
akcrpeccrust MPHK 1L6 B MoHOHYKITeapax niepudepudeckoii KpoBu (AUC = 0,700) MOXeT CITYyXUTb UHGOPMATUBHBIM HEMHBA3UBHBIM OMOMap-
KepoM HebaaronpusitHoro tedeHus M3J1, skmouass U u TTJ10D. 3akmouenne. Y manneHToB ¢ rnporpeccupyonmm M3J1 BbISIBIEHO CTATUCTH-
yecku 3HaunMoe cHuxkenue skcripeccun MPHK KIF2C, CDKN 1A, CIITA, IL6 v ILS. Yposenb MPHK /L6 obnamaeT npuemieMoit IpOrHOCTUYe-
ckoit 3Haunmoctbio (AUC = (,700) 1 MOXeT MCIOIb30BaThCsl KaK HEMHBA3MBHBII OMOMapKep Mporpeccupyoimmx Guopo3upyroimx 3adoepa-
HUU JIETKUX.

KiroueBble ciioBa: navonatuyeckuil JerouyHslit (puOpo3, Mporpeccupyommii Jerounsiit Gpudpo3, reHeTUUYeCKue MapKepbl, MPOrHOCTUYECKas
3HAYUMOCTb.
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Abstract

Interstitial lung diseases (ILD) include idiopathic pulmonary fibrosis (IPF) and progressive pulmonary fibrosis (PPF), both of which lead to severe
respiratory failure within 3 — 5 years. The aim of the study was to investigate the mRNA expression profile in blood mononuclear cells as a biomarker
of IPF and PPF. Methods. The 7-year prospective single-center study included patients (n = 110) with IPF (n = 16), PLF (» = 35), and non-
progressive ILD (n = 59). The pilot analysis of mRNA expression included patients (» = 24) with progressive PLF (n = 16) and IPF (n = 8) and
a control group (n = 20). Since proinflammatory cytokines (IL-1A, IL-6, IL-8), interferon regulatory factors (IRF5, IRF7), KIF2C, CIITA, TYMS,
HJURP, CDKNI1A, UBE2C, BIRCS5 proteins and pulmonary surfactants (SpA, SpB) are involved in immunity regulation, the expression level of
14 mRNA in blood mononuclear cells of patients with progressive pulmonary fibrosis was analyzed. Results. Similar pathological patterns of mMRNA
expression of 9 genes (/L6, IRF5, IRF7, TYMS, HIURP, UBE2C, BIRCS, SpA, SpB) were revealed in patients with PLF and IPF compared to the
controls. Expression of 5 genes (KIF2C, CIITA, CDKNIA, IL6, IL8) was significantly reduced. ROC analysis demonstrated that IL6 mRNA
expression in peripheral blood mononuclear cells (AUC = 0.700) can serve as an informative noninvasive biomarker for the adverse course of ILD,
including IPF and PPF. Conclusion. A statistically significant decrease in KIF2C, CDKNIA, CIITA, IL6, and IL§ mRNA expression was detected
in patients with progressive ILD. /L6 mRNA levels have acceptable prognostic significance (AUC = (.700) and can be used as a noninvasive
biomarker for progressive fibrosing lung diseases.

Key words: idiopathic pulmonary fibrosis, progressive pulmonary fibrosis, genetic markers, prognostic significance.
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OTBETCTBEHHBIX 32 BBIPAOOTKY JIETOUHOTO CypaKTaHTa
(SFTPC, SFTPA2, ABCA3) u peryasiiyio KJIeTOYHOTO
uvkna (KIF15, MADILI, CDKNIA) [7-9].

AxTuBHYy10 posib B matoreHeze UJID / TTJID urpator

Wnmonarnyecknii nierounsiii puopos (UJID) — sto xpoHu-  *
yeckast hudpo3upyoiasi MHTePCTULIMATbHAsI THEBMOHUS
HEU3BECTHOI 3TUOJIOTMH, Yallle BCETO BCTPEUAIOIIasICsI
B TIOXKIJIOM BO3PACTe, IIPU 3TOM CPEITHSISI IIPOIOJIKUATEIb-

HOCTb XXM3HM KOJIe0IeTCsT OT 3 10 5 JIeT IOcie MOCTaHOBKHU
JIMarHO3a, B 0COOEHHOCTHU B OTCYTCTBUE aHTU(PHUOPO3HOI
tepanun. [Iporpeccupyronnii terouHslii propos (ITJID)
MIPEICTABIISICT COOOM TSKEJI0€ COCTOSTHUE Y TAlIMEHTOB
C MHTePCTUIIMAbHBIMU 3a001eBaHusIMHU JteTkux (M3JT)
(3a nckmoueHneM NJIMD), xapakreprsyeMoe 04eBUIHBIMU
PEHTIEHOJIOTMYECKUMU TTPU3HAKAMH TTPOTPECCUPOBAHIS,
BKJTIOUAsT YBEJTMUCHME MIPOTSKEHHOCTH WITH TSDKECTH TpaK-
LIMOHHBIX OPOHX03KTA30B MUJIXM OPOHXMOJI03KTA30B, MOSIB-
JIEHUE HOBBIX YUYAaCTKOB «MaTOBOTO CTEeKJIa», PETUKYJISIP-
HOU TIEpPeCTPOIKH, TIOSIBJICHUE VJIN YBEJIMICHUE TIIOMIAIN
«COTOBOT0 JIETKOTO», YMEHBIIICHIE 00BheMa J0JIeii JIETKOTO;
JOTIOJTHUTEIbHBIMU KITMHUYECKUMU KPUTEPUSIMU (yCHITEe-
HUE OJBIIIKU, Kallls, YXYILIEHUe KauyecTBa XKU3HU) WIN
CHUXKEHMEM JIETOUHOM (DyHKLIMU (a0COMIOTHOE CHUXKEHME
(bopcMpOBaHHO KU3HEHHON EMKOCTH JIeTKuX > 5 %,
i 1 Oy3MOHHOM CITOCOOHOCTH JIETKHX IT0 MOHOOKCHITY
yriepona > 10 %, B Teuenue > 1 roma [1-4].

B nmatorenese UJI® u [TJID akTMBHO U3ydaeTcst poJib
reHeTUYECKO TTpeIpaciosiokeHHocTH [5, 6]. Ha ceron-
HSLIHUMI geHb y nauueHToB ¢ UJID u [TJ1D 6bu1n 06Ha-
DYXEHbI U UIEHTUMDUIIMPOBAHBI MyTallUU B CICIYIOIIUX
reHax:

* rteH myuuHa SB (MUCS5B);
* CBSI3aHHBIX ¢ (DYHKIIMENH BPOXICHHOTO UMMYHHUTETA

(TOLLIP, TLR3, ILIRN, ILS, TGFBI);

* CBSI3aHHBIX ¢ OapbepHOl hyHKUMel anutenust (DSP,

DPPY);

*  IMMOMIEPXMBAMIINX LEIOCTHOCTDb Teaomep (TERT,

TERC, OBFCI, TINF2, DKCI1, RTELI, PARN);

TakKue MPOBOCITAINTEIbHbBIE IUTOKMHBI, Kak [L-1A, IL-6
n IL-8, KoTopble BhIpabaThIBAIOTCS KaK MOBPEXIAEHHBI-
MU STUTEINATBHBIMU KJIETKAMM, TaK U aKTUBUPOBAH -
HBIMM aJIbBEOJISIPHBIMU MaKpodaraMu, 9TO IIPUBOIUT
HEen30eXXHO K IpolieccaM IUKINYECKOTO TTOBPEKICHUS
SIUTEIUS IbIXaTeIbHbIX MyTeH ¢ MOCIEAYIOIINM pa3Bu-
TUEM U MpOorpeccupoBaHueM JjierouHoro ¢guodpo3sa [10].
OmHako HemoCTaTOUYHO n3ydeHHBIMU Tipu [1J1D / NJID
OCTAIOTCS BOIIPOCHI PETYJISIINM KIETOYHOTO M TKAHEBOTO
MMMYHUTETA, IUKJIA IeJeHUST KIETKU U ee arlorro3a.

Lenbto uccienoBaHus IBUJIACh OIIEHKA MPOTHOCTH -
YeCKOI 3HAUMMOCTH YPOBHS 3KCIIpeccuy 14 BIIepBBIC
n3yyaembix MPHK B kauecTBe HeMHBa3MBHOIO OMOMapKe-
pa 2 HeGaronpusATHBLIX BapuaHToB TeueHust M3J1, Takux
kak UJI® u [TJID, 9T0, BO3BMOXHO, TTO3BOJIUT B OyAyIIEM
pa3paboTaTh HOBBIC ITOAXOIbI K TAPTeTHOM TeHHO-MHXKe-
HEPHOI Tepanuny JaHHBIX 3a00JIeBAHUI JIETKUX.

MaTepMan bl U MeTOAbI

B nuioTHOM NMPONOABLHOM MPOCTIEKTUBHOM HEPAHAOMMU -
3UPOBAHHOM 7-JIETHEM UCCIIEIOBAHUY TIPUHSIIIN yYacThe
110 mauuenrtos: ¢ UJID (n = 16), IIJID (n = 35) u He-
yrouneHHoro M3JT (n =59) (B 1. . COVID-accoumupo-
BaHHOTO, 6€3 3HAYMMOTO TTPOTPECCUPOBAHUSI T10 TAHHBIM
komrblotepHoii Tomorpaguu (KT) B Teuenue 12 mec.).
Ananus npodus axcripeccun MatpuuHbix PHK (MPHK)
TIPOBOIMJICS TOJIBKO Y OOJTBHBIX C TIPOTPECCUPYIOIINM (hH-
OpPO3UPYIONINM UHTEPCTUIIUATLHBIM IMTOPAXKEHUEM JIETKUX:
TJID (n = 16), UJID (n = 8) u auLl TpyHITbl KOHTPOJISI
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(n=120). Inaruo3 UJI® ycrtaHaBIMBajCsI B COOTBETCTBUU
C KJINHUYECKUMU peKoMeHaauussmu American Thoracic
Society, European Respiratory Society, Japanese Respiratory
Society, Association Latinoamericana de Thorax [3].

Kpumepuu exarouenus:

*  TIALMEHTBI MYXXCKOTO 1 KEHCKOTO I10J1a;

* Bo3pacT — 40—75 ner;

* MOATBEPXIECHHBIA MHTEPCTULIMATIBLHBIA MPOLIECC B JIe-
royHoii TkaHu 1o gaHHbIM KT opraHoB rpynHoii kiet-
KU, IepcUucTupymoumii > 12 mec.;

* HeTsEKeJble GOpPMBI apTepHajbHON TUIIEPTECH3UU
(1—2-4 cTtagust) U UIIeMUYECKON OOJIe3HU cepalia
(UBC) (crenokapaust HanpstkeHus [—I1 pyHkumo-
HaJIbHOTO KJIacca);

* XpoHMYecKas cepAevyHas HeIOCTATOUYHOCTh 1—2-1
CTETICHU.

Kpumepuu neexarouenus:

*  TsDKeJas MoYevyHast U TiedeHOYHast HeZI0CTaTOYHOCTD;

* BHUpPYC UMMYyHOIE(UIINTA YeJIOBEKA;

* renatuthl Bu C;

*  Cercuc;

*  MH(EKUINOHHBIN 3HIOKAPINUT;

* TyOepKynes;

* nmModIpoaudepaTuBHbIE, ayTOUMMYHHBIE U IpYTUe
3JI0KaYECTBEHHbIE HOBOOOPA30BaHUS;

*  TSDKeJIOe TeueHue apTepuanbHoii runepreH3uu u MbC
" / ni nHpapKT MUOKapa;

* OepeMeHHOCTb;

°  TSXKEJIOE U KpaHE TKEJI0e TEYEHUE XPOHUYECKOM
0OCTPYKTUBHOI O0JIE3HM JIETKUX;

* OTKa3 IMalMeHTa OT yYacTUsI B MCCIIeTOBaHNUM;

*  y4yacTHe B JIIOOBIX APYTUX HE3aBEPIITMBIITNXCS KITMHM -
YECKHUX MCCAEAOBAHMSIX;

* HecoOJIoeHNe peKOMEeH Il Bpaya.

I'pynmy koHTpoJIsT cocTaBuIM NManueHTsl (1 = 20), co-
roctaBuMblie ¢ rpymmnoi UJI® / I1JI® no Bo3pacty U noiy
6e3 peHTreHosornyeckux 1 KT-nmpu3HakoB MHTEPCTULI -
aJTLHOTO MOPaXKeHUST JISTOYHOI TKaHMU.

CraTucTUYeCKMi aHAINU3 OBUT IIPOBEACH IPU TIOMO-
1M TIporpaMMHOTO obecrieueHust Statistica 10 Software
u SPSS. [Insg npeacrtaBieHust JaHHBIX UCIOJIb30BaJIUCh
METOJbI TapaMeTPUUECKOU CTaTUCTUKH B CIIydyae HOp-
MaJIbHO paclipeie/IcHHBIX KOJTMIeCTBEHHBIX ITOKa3aTeIei
(cpemHeapudMeTHIECKOE U CTAHAAPTHOE OTKJIOHEHUE —
M =+ SD) u HenmapamMeTpU4eCcKoil CTAaTUCTUKU B Cllyyae
pacripenesieHust, OTAMYHOTO OT HOPMaJIbHOTO (MenraHa
(Me), naTepkBapTiiabHBIN pa3max (IQR). [Inst cpaBHEHUS
TTapHBIX TPYIIIT B CIydae HOPMaIBHO pacIIpeneeHHbIX KO-
JIMYECTBEHHBIX IOKA3ATEEH UCIIOIb30BAJICS t-KpUTEPUI
CThloNIeHTa, B ClTydae pacrpeie/ieHusl, OTIMIHOTO OT HOP-
MasibHOTrO, — U-KpuTtepuit ManHa—YuTHU. 17151 OLleHKU
NPOTHOCTUYECKON LIEHHOCTU 3HAYMMBbIX YPOBHEM 9KC-
npeccuu npoBoauics ROC-aHanu3 metonom cut-off (MH-
nekc FOneHa, MUHUMaTbHOE paccTosiHue 10 Touku — 0,1)
U CpaBHEHME MTOJTYIeHHBIX 3HaueHMH moa kpuBoii (AUC,
95%-Hblit noBepuTebHbIi nHTepBa (IW)). BeineneHue
PHK 13 06pa31ioB KpoBU OCYIIECTBISIIOCH KOJIOHOUHBIM
METOJIOM C MCITOJIb30BAHMEM KOMMepUecKoro Habopa Ru-
Plus (bnomabmukc, Poccus). YncTora 1 KOHIIEHTPAIIHS
npemnaparoB BeiieleHHbIX PHK (onTuyeckas mioTHOCTD

npu 1iMHe BoaHbl 260 HM (OD, ) = 1 cooTBeTcTBYET

50 MKT / MJI HYKJIEMHOBBIX KHUCJIOT) OLIEHUBAJIMCh METO-
JIOM YJIbTpadUOoJIETOBOI CIEKTPODOTOMETPUU C UCTIONb-
30BaHUEM onTudeckoro aHaiam3atopa NanoDrop OneC
(Thermo, CIIA) Ha miuHax BojiH 230 / 260 / 280 HMm.
O6pasubl PHK xpanunuck npu —70 °C 1 UCMoab30BaInch
B Ka4eCTBE MATPUIIbI IJIsI TPOBENCHUS MOJIMMeEpPa3HOI
uenHoit peakuuu (ITL[P) B pexxume peanbHOro Bpeme-
Hu (PB) metomom obpatHoii TpaHckpunrassl (OT). Ot-
HOCHUTEJIbHBI YPOBEHb AKCIIPECCUU U3YUYEHHBIX TEHOB
omnpenesuics ¢ momouibto npyxcranuiinoi I[P PB OT
ITyTeM aMITTipUKauy (pparMeHTOB TeHAa-MUIIIEH! 1 TeHa
[-akTrHa, BLIOpAaHHOTO B KauyecTBe pedepeHCHOTOo reHa,
Ha matpunax K IHK. Ananu3 gannsix I1LP u onpenene-
HUE YPOBHSI TeHa IMPOBOIMUINCH CTAaHIAPTHBIM METOIOM
AACt Ha cepTUHUIIMPOBAHHOM ITPOrpaMMHOM obecIieue-
uuu LightCycler® 96 Software, Bepcus 1.1.0.1320.

YyuTeiBasi MOTEHUMATbHYIO POJIb OCHOBHBIX ITPOBO-
criamuTeNbHbIX ITuTOKUHOB (IL-1A, IL-6, IL-8), peryms-
TOPHBIX pakTOpoB UHTEepGepoHa 5-ro u 7-ro tuna (IRFS
u IRF7), kunesunnono6Horo 6enka (KIF2C), 6enka
kiacca Il rmaBHOro KoMIjeKkca ruCTOCOBMECTUMOCTH
(CIITA), 6enka tumuauiaarcuHtassl (TYMS), 6enka,
00€eCIIeUNBAIOIIETO CBSI3BIBAIOIIYIO aKTUBHOCTh THCTO-
Ha (HJURP — Holiday Junction Recognition Protein),
OelKa-MHrMOUTOpa LMKIMH-3aBUCUMON KMHA3bl 1A
(CDKN1A), yOUKBUTUH-KOHBIOTUPYIOILIETO (hepMeHTa
E2C (UBE2C), 6enka-nHruoMTOpa aronTo3a CypBUBH-
Ha BIRCS, a Takke 06e1KOB JierouHoOro cypgaxkranra A
u B B peryasiiiuu JIoKaJbHOIO KJIETOYHOI'O U TKAHEBOTO
WMMYHUTETA, TPOaHATU3UPOBAH YPOBEHb SKCIIPECCUN
BbIOpaHHbIX MPHK B MOHOHYKJIeapax KpoBHU Y O0JbHBIX
1D u WD (n = 24) B cpaBHEHUU C KOHTPOJIbHOM
rpynrnoii (n = 20).

Pesynbrarthbl

PesynbTaThl uccaenoBaHUsI OTHOCUTEIbHOTO YPOBHS
akcnpeccuu 14 renos TYMS, HIURP, UBE2C, BIRCS,
KIF2C, CDKNIA, IRF5, IRF7, CIITA, ILI1A, IL6, CXCLS,
SFTPAI, SFTPBy 6onbHbIx ¢ [1JI® u UJID B cpaBHeHnN
C KOHTPOJIBHO IPYIINO MpeacTaBieHbl Ha puc. 1.

YcTaHOBEHBI CXOAHbBIE MTAaTOJOTMYECKHE MaTTePHBI
skcnpeccun 9 u3 14 MPHK renoB — IL 1A, IRFS, IRF7,
TYMS, HIURP, UBE2C, BIRCS, SpA, SpB (cMm. puc. 1) —
y nauueHToB ¢ [TJI® u NJID (n = 24) B cpaBHEHUU
C KOHTpOJIbHOI rpymmoii (n = 20). B xone npoBeaeHHOTO
aHaJm3a rnorpaska boHbeppoH He TPUMEHSIIACh B CBSI3U
C 3KCIJIOPATOPHBIM XapaKTepOM IMUJIOTHOTO MCCIIEeIO0-
BaHUsI, HalIpaBJIEHHOTO Ha IreHepaluio I'UNoTe3 O Mo-
TeHUMaTbHBIX OnoMapkepax [TJI®. YuursiBas Mablii
pa3Mmep BBIOOPKU (17 = 44) 1 alpUOPHBIN BEIOOP TEHOB-
KaHIUIATOB Ha OCHOBE MX U3BECTHOI MaToU3NOI0TIe-
CKOI pOJIM B PeTyJISILUM BOCIIAJIEHUSI, KIIETOUHOTO LIUKJIa
U UMMYHHOTO OTBeTa, MPUOPUTET ObLI OTAAH YYBCTBU-
TEJIbHOCTU OOHAPYKEHUSI IIOTCHIINATBHBIX OMOMapKepOB
IJISI IOCJIEAYIONIE HE3aBUCUMOM BaIUIALIMU B KPYITHBIX
KOropTax HajJ CTPOTMM KOHTPOJIEM CEMEUHOM OLIMOKU
MepBOro posa.

B oTHoIIeHNM ypOBHS 3KCIIpecCcHU 5 TeHOB U3 14
(CIITA, KIF2C, CDKNIA, IL6, ILS) ObLI0 IIpOaeMOH-
CTPUPOBAHO 3HAYMMOE CHUKEHUE YPOBHS KCIIPECCUU
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Puc. 1. TTokazarenu akcnipeccurt MPHK ucciieoBaHHbIX FeHOB Y OOJIbHBIX TPOrPECCUPYIOIIMM / MAMONATUYECKUM JIETOUHBIM (hUOPO30M B CpaB-

HEHUU C KOHTPOJBbHOM IpyIIon

[MpumeyaHue: nokasareayn IKCIPECCUM UCCIEJOBAaHHbBIX TEHOB B KOHTPOJIBHOM rpyrine (KpacHble CTOJIOLbI, 1) 1y GOJIBHBIX MIMONATUYECKUM / IPOrpec-
CUPYIOIINM JIETOYHBIM (MOPO30M (CHHUME CTONIOLIBI, 2); JaHHbIe MeIMaH OTHOCUTEIbHOI aKcnpeccun (2(-AACt)) B 06enx rpymrax rnpeacTaBieHbl B BUIE
CTOJIOMKOB C 3aJIMBKOM M LiMpamMu HaL HUMU, LIKAJIbl IOTPELIHOCTEN OTOOPaXaloT BepXHUil epueHTWIb (25 %), cTonouku 6e3 3aIMBKU OTOOpaXaroT

HUXHUI nepueHTb (75 %).

Figure 1. mRNA expression for the studied genes in patients with progressive/idiopathic pulmonary fibrosis compared to the control group
Note: Expression of the studied genes in the control group (red bars, 1) and in patients with idiopathic/progressive pulmonary fibrosis (blue bars, 2). Median
relative expression (2(-AACt)) in both groups is presented as filled bars with numbers above them. Error bars represent the upper percentile (25%), and unfilled

bars represent the lower percentile (75%).

B rpymie nauueHToB ¢ UJI® / ITJID no cpaBHEHUIO
¢ TpymImoil KoHTpoJst (cM. puc. 1). dnsg MPHK co 3Ha-
YUMBIMU Pa3IMYHBIMU YPOBHSIMU 3KCIIPECCUU B TPYTITIS
60sbHbIX NJID / T1JID 6b11 ipoBeneH ROC-ananus u rno-
ctpoeHbl ROC-kpuBbie (puc. 2).

ITpu pazmenernnu rpymnmsl UJI® / TTJ1D ¢ KoHTpOIeM
o yposHio akcrnpeccun MPHK CIITA B MoHOHYKJIea-
pax xkpoBu 1iomanbk nog ROC-kpusoit AUC cocraBu-
na 0,533 (95%-uwiit AU — 0,25-0,810; p = 0,05), omn-
TAUMaJIbHAasI TOYKa OTCeueHus rpymnt 1o yposHio CIITA
cocraBuia 0,258 (4yBcTBUTENBHOCTh — 94 %, crieniy-
buunocts — 100 %). IMpu pasnenerun rpynmnbst UJID /
ITJI® ¢ xoHTpoIeM 10 ypoBHI0 3Kcrpeccu MPHK KTF2C
B MOHOHYKJIeapax KpoBH Iiomanb moa ROC-kpuBoit
AUC cocrasuna 0,389 (95%-nb1it 1N — 0,17—0,637; p =
0,05), onTuManbHasi TOYKa OTCEUEHUsI TPYIII 11O YPOB-
Hio KIF2C cocraBuina 0,444 (ayBcTBUTENBHOCTD — 11 %,
cneunduuHocts — 20 %). Ilpu pasgeseHUM TPYIIIIbI
NJI® / TTJI® ¢ KOHTpOJIeM I10 YPOBHIO 3KCIIPECCUU
MPHK CDKNIA B MOHOHYKJIeapax KpOBU TLIOLIAAb

noa ROC-kpusoit AUC cocrasuia 0,478 (95%-Hblii
AN — 0,184-0,771; p = 0,05), onnTmMaabHasI TOYKa OT-
ceueHus rpyni o yposHio CDKNIA cocrasuia 0,8598
(uyBctBUTENBHOCTH — 50 %, crieunduuHocTs — 80 %).
IMpu pazaenennu rpynmnbl UJI® / TIJID ¢ koHTpoJeM
mo ypoBHIo 3kcnipeccunn MPHK /L6 B MoHOHYKJTeapax
kposu 1iomans nog ROC-kpusoit AUC cocraBuna 0,700
(95%-ub1ii 1IN — 0,444—0,956; p = 0,05), onTumanbHast
TOUYKa OTCEYESHUS TPYIIII 1o ypoBHIo /L6 coctaBuia 0,533
(uyBcTBUTENBLHOCTD — 83 %, cietmduaHocTs — 100 %).
IIpu pasgenenuu rpynnsl UJI® / T1JID ¢ koHTpojIeM
no ypoBHIo akcnpeccun MPHK /L& B MoHOHYKJTeapax
KkpoBu riomas nox ROC-kpuoit AUC coctasuia 0,600
(95%-ub1it 1IN — 0,359—-0,841; p = 0,05), onTuMabHast
TOYKa OTCEUEHUS TpyIIN o ypoBHIO /LS cocraBuia 0,533
(ayBcTBUTEIBHOCTL — 83 %, cnietuduaHocts — 100 %).

Takum 06pa3oM, ycTaHOBJIEHA MpueMyeMasi (cpef -
HSIsT) IIPOrHOCTUYECKAS! 3HAYMMOCTD YPOBHSI 9KCIIPECCUU
nuib ogHoit MPHK — IL6 (AUC = 0,700) u Henpuemie-
Masl IPOrHOCTUYECKasi 3HAYMMOCTh YPOBHS 3KCITPECCUN
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Figure 2. ROC analysis results:
comparison of mRNA with sig-
nificantly different expression
levels in the group of patients
with progressive/idiopathic
pulmonary fibrosis and the
control group (own data)

Note: ROC analysis (Receiver
Operating Characteristic) is a sta-
tistical method for evaluating the

I
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[lnaroHanbHble CerMeHTbI, CreHepUpoBaHHbIE CBA3AMM

ocranbHbIX MPHK, uT0o mmo3Bosster paccmatpuBath /L6
KaK BO3MOXKHbBIN T€H-TTPEAUKTOP HEOIATONPUSTHOTO Te-
yenust M3J1.

O6ecyxnenue

Takum 06pa3oM, BBISIBJIEHO 3HAYMMOE CHUXKEHUE 3KC-
npeccun CIITA B rpynne nauueHtoB UJI® / TIIID
M0 CpaBHEHUIO cO 370poBbIMU nuaMu. CIITA tipen-
CTaBJIsIET COOOI BHICOKOPETYJIMPYEMbIiA TPAHCAKTUBATOP-
HBII 0€JI0K, KOTOPBIN KOHTPOJIUPYET pabOTy BCEX ITANOB
9KCMPECCUU TJIaBHOTO KOMILJIEKCA TMCTOCOBMECTUMOCTH
HLA, v cH1XXeHue 3KCIpecCuu MoCIeIHEero MOXeT O3Ha-
YaTh BBIPAXKEHHOE CHIDKEHUE amallTUBHOTO KJIETOYHOTO
WUMMYHHUTETA, MIPEUMYILIECTBEHHO 3a CUET HapYILIEHUS
(yHkuMM B-K71€TOUHOrO UMMYHUTETA, UMEIOILIETO MECTO,
KaK paHee OBLIO TTOKa3aHOo, TIPU Pa3IMIHBIX ayTOMMMYH -
HBIX paccTpoiicTBax [11], a TakxKe OMmyXoJieBBIX IMPOLIeccax,
HanpuMmep B-knerouHoit itumbpome [12, 13].

B otHomenuu ypoBHs skcnipeccuu KIF2C, paHee
MasionzydeHHoro nipu [1JI® u NI, Takke osrydyeHo
CTaTUCTUYECKU 3HAUYMMOE CHUKEHHE YPOBHS SKCIIpeC-
CUU JaHHOIro OMoMapkepa Mo CpaBHEHUIO C I'PYIIO
koHTposs. KIF2C BxoauT B rpy1ily 6€J1KOB KUHE3UHOB,
WTPAIOLINX BaXKHEHUIITYIO POJIb B MUKPOTYOYISIPHOM BHY-
TPUKJIECTOYHOM TPaHCIIOPTE, T. €. B IMPOIIeCCe MUTO3a,
U JABHO MpeaCTaBsieT coO00ii MUILIEHb ISl TApreTHOM
MPOTHUBOOITYX0JIEBOU T€parvu Mpu OHKOJIOTMYECKUX 3a-
6oneBanusx [ 14, 15]. BeigBieHHOE 3HAUMMOE CHIDKEHIE
BKCIIPECCUHU TAHHOTO reHa y nmaiueHToB ¢ UJI® / TJ1D,
BO3MOXHO, 00YCJIOBJIEHO TU3PeryIsiiuei HUKIIa KJIeToY-

accuracy of diagnostic tests.

Horo geneHus npu [TJI® u MJID, uyto TpedyeT manbHEi-
1IETO U3YICeHUS Ha OOJIbIIEH KOropTe OOJBHBIX TSI OIICH-
KU TIPOTHOCTUYECKON 3HAYUMOCTU OEJIKOB KMHE3UHOB
B ero naroreHese. CDKNIA — 3T0 UHTMOUTOP LMKIIWH-
3aBUCHMBIX KHA3, [INTOKWH, UTPAIOIINIA KITIOYEBYIO POJIb
B PETYJISILIMY KJIETOYHOTO ITMKJIa, B OCOOCHHOCTH B OTBET
Ha nospexaeHue JJHK. o naHHbIM TUTEpaTyphl, 13pe-
TYJISILMS KJIETOYHOTO IIMKJIA YaCTO aCCOLIMUPOBAHA C ayTo-
WMMYHHBIMHM PAaCCTPONCTBAMU, TAKMMHU KaK CUCTEMHAasI
KpacHasl BOJJYaHKa U / WK OHKoIaTtojorus [ 16], ypoBeHb
LIMKJIMH-3aBUCUMBbIX KMHA3, 3HAYMTEJIbHO MTOBBIIIEH MPU
NJI® / TIJID, B To BpeMst KaK YpOBEHb MHTUOUTOPOB
LIUKJIMH-3aBUCUMBIX KMHA3 3HAYUTEILHO CHIKEH, YTO
CIOCOOCTBYET HEKOHTPOJIUPYEMOMY JIeJIeHUIO (hrdpobdIia-
CTOB B JIETOYHOI TKAHU C TTOCTETIEHHBIM MTPOrPecCUpoBa-
HueMm JerouHoro ¢uodposa [17]. B nmpeacraBieHHOM uC-
cJIeIOBaHUHU YPOBEHbB aKcmpeccuu mHruouropa CDKNIA
ObLI TAKKe JOCTOBEPHO CHUKEH y marueHToB ¢ UJID /
TTJI® 1o cpaBHEHUIO C IPYITIION KOHTPOJIST, YTO KOCBEHHO
YKa3bIBaeT Ha HapylLIEHUE MPOLIECCOB ayTOPETyasiluu
KJICTOYHOTO LIMKJIA B CTOPOHY T. H. «IayH-PEeTyIsIIN»
B BUIE TIOBBIIICHUS] YPOBHS [IUKIMH-3aBUCUMBIX KITHA3
U CHUKEHUST YPOBHSI MHTMOUTOPOB LIMKJIMH-3aBUCUMBbIX
KHWHa3 COOTBETCTBEHHO.

Takxe 3auKCUpPOBAH JOCTOBEPHO OOJiee HU3KUIA
YPOBEHB IKCITPECCUU TAKMX XOPOIIIO U3yYEeHHBIX TIPOBO-
CMAIMTENIbHBIX IIMTOKUHOB, Kak IL-6 u IL-8, y mauneH-
T0oB ¢ UJI® / T1JI® 110 cpaBHEHMIO C TPYITIIOI KOHTPOJIS,
YTO MOXET YKa3bIBaTh Ha CHUKEHUE YPOBHS BOCITaJle-
HUS U MOBbILLIEHHOE (ubpo3oodpazoaHue rpu UIID /
TTJI®. DToit TOYKM 3peHUs MPUACPKUBAIOTCS, B YaCT-
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Hoctu, J.E.Michalski u D.A.Schwartz [18]. 1o naHHbIM
JIPYTMX aBTOPOB, BLICOKHUII YpOBEHb dKcmpeccuu 1L-6
n IL-8 acconumpoBaH c T. H. «o0ocTpeHneM» MJID, 3a-
KJTIOYAIOIIMMCS B Pa3BUTHHU OCTPOro nucGy3HOTO ajlb-
BEOJISIPHOTO TOBPEXICHHUS, TPUBOMASILETO K pa3BUTUIO
THICTOJIOTMIECKOM KapTUHBI OOBIYHOM MHTEPCTULIMATTEHOMN
ITHEeBMOHUM, COCTaBIISIIONIE ocHOBY maToreHe3za NJID,
YTO HEM3MEHHO COITPOBOXIAETCSI YMEHBIIICHUEM TLIO-
maa GyHKIMOHUPYIOLIEH JIETOYHOM TKaHU U B LIEJIOM
yXyAlLIeHeM XXU3HEeHHOTo MporHo3sa [19].

HecMmoTtps Ha xopoiuit 3¢p@deKT aHTULIUTOKMHOBO
Teparuy B UCCICIOBAHUSIX Ha 9KCIIEPUMEHTATbHOM MO-
JIlen JIerouyHoro (puodpo3sa, mpu OJI0KMPOBAHUU TaKUX
MpOBOCTAIUTEIbHBIX HIMTOKUHOB, Kak IL-13 u IL-4,
MePCIIEKTUBHBIX PE3YIbTaTOB B 3aMeIJICHUU TIPOTpec-
CHPOBAHMUS JIETOYHOTO (PUOPO3a B KIMHUIECKUX MCITHI-
TaHMSIX Ha JIoAgx He nmokasaHo [19]. Takum obpaszom,
U3y4eHUEe POJIU IPYTUX TTPOBOCTIATUTEIBHBIX IINTOKMHOB
(nanpumep, 1L-6, IL-8 u T. 1.) npeacrapisieTcst BeCbMa
akTyanbHbIM. B xone nposeaenHoro ROC-ananu3a 3Ha-
YUMO pa3In4YHbIX YpoBHeil akcnipeccun MPHK BoisiBeHa
mpremMiieMast (CpeIHsIsT) TPOTHOCTUYECKAsT 3HAYNMMOCTh
ypoBHSI aKkcripeccuu Tosibko onHoit MPHK — 716 (AUC =
0,700) B oLieHKe mporpeccupyiouiero reuerus MO /
ITJI®, yT0, BOBMOKHO, MO3BOJIMT PACCMaTPUBATh €ro KakK
BO3MOKHBI TeH-TIPEANKTOP HEOJIArOMpUSITHOTO BapyaH-
ta TeueHuss U3J1.

3aknioyeHue

B xome mipoBeIcHHOTO TTMJIOTHOTO MCCIIETOBAHNS BEISB-
JICHO CTaTUCTUYECKHU 3HAUYMMOE CHIDKEHUE DKCITPECCUU
5 MPHK renoB (KIF2C, CDKNIA, CIITA, IL6 n ILS)
B MOHOHYKJIeapax nepudepuieckoil KpoBM y Talu-
€HTOB C TIPOTPECCUPYIOIINMH (HUOPO3UPYIOIITUMHA 3a-
ooneBanusimu yerkux (MJI®D / IIJID) no cpaBHEeHUIO
C KOHTpOJbHOM rpynmoii (n = 24 vs n = 20). YcTaHoB-
JIEHO CHUXKEHME B3KCIIPECCUU T€HOB, PeTYJIMPYIOIINX
knetouHblit tukn (CDKNIA, KIF2C) v ananTuBHBIN
uMMYyHHBIN oTBeT (CIITA), 94TO TIpeaIonaraeT Hapy-
1IeHue KieTouyHoro romeocrasa rpu UJI® / T, nipu
KOTOPOM TpeOdyeTcs JajibHeillee u3ydeHre Ha 00JIbIINX
Koroprax. BeIIBIIeHHOE CHIKEHUE DKCITPECCUY TEHOB,
KOHTPOJIUPYIOIINX KICTOUHBINA UK U amalTUBHBIN
MMMYHUTET, COTJIaCyeTCsl C COBPEMEHHBIMM TpeICTaB-
JneHusiMu o nmatorenese MJI® / TJID, BkitoyaronimMmu
MpeXXIeBpeMEeHHOE KIICTOYHOE CTapeHNe U TUC(HYHKIIUIO
MMMYHHOTO Haa3opa.

I[IponeMoHcTpUpoOBaHa MpUeMeMasi IPOTHOCTU-
yeckKasi 3HaYMMOCTh ypoBHs akcnpeccun MPHK 716
B MoHoHyKJieapax KpoBu (AUC = 0,700; 95%-ubliii
AN — 0,444—0,956), KoTopast MOXET paccMaTpUBaThCs
KaK MOTeHLMalbHbII HEMHBA3UBHBIN OMOMapKep Mpo-
rpeccupytoiero tedenus M3JI, mpu koTopoMm TpedyeTrcs
He3aBUCHMasl BAJIMIAINS B TIPOCIIEKTUBHBIX KOTOPTHBIX
HCCIIeIOBAHMSIX.

C y4eToM 3KCIJIOPAaTOPHOTO XapakTepa U OTpaHU-
YEHHOTO pa3Mepa BIOOPKU HACTOSIILETO MCCIIeT0BaHMS
TpebyeTcst He3aBUCUMasl BAIMIAIINS TTOTyYeHHBIX PE3YITb-
TaTOB B KPYITHBIX TTPOCIIEKTUBHBIX KOTOPTAX IS TTONTBEP-
JKIEHUS UX KIMHUYECKON MPUMEHUMOCTH.

TakuMm o0pa3oM, ciieayeT BbIACAUTD JaJbHENIIne Ha-

TpaBJIEHUS U1 UCCIEAOBAHU:

* BaJIUIalUs UICHTU(GUIUPOBAHHBIX OMOMapKepOB
B MHOTOILICHTPOBBIX KOTOPTAaX;

* oueHka auHamuku akcrnpeccun MPHK B mporecce
MpOTpeccupoBaHus 3a00JIeBaHUSI U B OTBET HA aHTH -
GubpoO3HYIO Tepanuio;

* pa3paboTKa MHTETPaTUBHOI MTaHEIN MOJICKYIISIPHBIX,
KJIMHUYECKUX U (DYyHKIMOHATbHBIX MapKepoB s
cTpaTudukaiuu pucka nporpeccuponanust M3JI.
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[MpeanKTOPbI TAXENOW NErOYHOU MMNEPTEH3NN Y NALNUEHTOB
C UAMONATUYECKUM NeroyHbIM prubpo3om

A A Ilpowxuna’ ™, H.A.Ilapesa’, I.B.Hexarodosa *?, K.C.Amaman’, J.0.Kyrosa', 3.M.Mepacoesa’,
B.B.Iuiinumounoea’, C.H.Asdees’

! Qenepanbhoe rocyapcTBenHOE ABTOHOMHOE 00pa3oBaTelIbHOe yupesxieHue Bbiciero odpasosanus [1epsbiii MocKoBCKuif rocy1apeTBeHHbli MeMIHHCKHIl
yrmepentet mvenn .M. Ceveroa Mumucrepcrsa 3apaooxpanerust Poccuiickoii Oenepamn (Cevenosckmii Yausepenter): 119991, Pocens, Mocksa,
ya1. Tpybenkas, 8, ctp. 2

' QenepanbHoe rocy apeTBennoe OlomKerHoe yupexenue «Hayuno-nccae0BaTe bCKHil HHCTHTYT myabMoHo0rHi» DenepaibHOro MeaKo-0HI0rHIeCKOro
arentctsa Poccun; 115682, Poccust, Mocksa, Opexobbiii 0yabsap, 28, c1p. 10

Pesiome

Wnuonatrueckuii ierounslii ¢pudpo3 (MJID) npencrapiser coboit XpOHUYECKOE MPOrpeccUpylolliee MHTEPCTULIMATbHOE 3a00JIeBaHKe JIETKUX
C HeOJIaronpUATHBIM MPOTHO30M: Me/IMaHa BbIKMBAEMOCTHU TOCJI€ YCTAaHOBJIEHUS AMarHo3a He npesbiiiaet 2—3 roga. OnHUM U3 Haubosiee 3Ha-
yuMbIx ocioxueHuit UJ1® spisiercst nerounas runeprensus (J1T), vactora kotopoii coctassieT 20—84 % 1 yBeTMYMBAETCS 110 MEPE MTPOTPECcC-
poBaHus 3aboseBaHusl. 1esblo McclienoBaHMs SIBIISIOCH TTPOBENEHNE CPABHUTEIBLHOTO aHAIN3a KIMHUKO-(QYHKIIMOHAIBHBIX M 9XOKaparorpa-
rueckux (BxoKI') xapakrepuctuk namreHToB ¢ MJI®D B 3aBrcuMocTu ot cternielu JII' ¥ olleHKa TMarHOCTUYECKOM LIEHHOCTU HEMHBA3UBHBIX
rokasaresneii 1Jis1 BbisiBieHus1 Tsokesnoit JII. Matepuansl u MeTonsl. B HabmonatenpHOE UCCIeq0BaHUE BKIIOUEHBI MauueHTs (1 = 121; cpenHuit
Bo3pact — 69 siet) ¢ BepudunmpoBanubiM UJI®. B 3aBrcrMOCTH OT TIOKa3aTelist CUCTOJIIMYECKOrOo AaBieHus B ierouron aprepun (CAJIA) manu-
€HThI ObLIM pacnpeneaeHbl Ha 3 rpynnsl: 1-g (n = 35) — nauuentsl 6e3 JII' (CAJIA < 35 MM pT. cT.); 2-9 (n = 59) — ¢ ymepenHoit JIT' (CJIA —
35-59 mm pt. c1.); 3-51 (n = 27) — ¢ msokenoit JIT (CIJIA > 60 MM pt. cT.). OLIeHUBATKCHh KIMHUYECKUE TaHHbIE, MHAEKC KOMOPOUIHOCTH
YapsicoHa, mokasateau 6-MUHYTHOTO IaroBoro tecta (6-MIIT), ciupomerpun, audby3MOHHON CTOCOOHOCTH JIETKUX 0 MOHOOKCH/LY YIJIEPO-
na (DL,), kommbiotepHoit Tomorpaduu Beicokoro paspemennst (KTBP) u tpancTopakanbHoii 9xoKI'. J/lnarHocTudeckas TOUHOCTh OTTPENENs-
sack nocpenctBoM ROC-aHanu3a, cBsA3b ¢ Tskesoil JII — oqHohakTOpHON M COKpalleHHON MHOro(haKTOpHOM JIOrMCTUYECKOW PErpeccuu.
PesyabraTel. BeisiBieHo, uto o Mepe Hapactanust C/IJIA yBenmumBazach 4acToTa cepedHO-COCYIMCTBIX KaTacTpod 1o rpymmnam (26 % vs 53 %
vs 74 % cootBetcTBeHHO; p < 0,001) 1 XpoHMYEcKoOit cepaeuHoit HemocTaTtouHocTH (23 % vs 47 % vs 70 % cootBetcTBeHHO; p < 0,001), mporpec-
CUpOBaJia O[BIIIKA (OIEHKA IO pe3yabTaTaM MOAUMDUIIMPOBAHHOTO OMPOCHWKA BpUTAaHCKOrO MEIUIIMHCKOTO HMCCIeNOBAaTEeIbCKOTO COBETa
(modified Medical Research Council dyspnea scale — mMRC) — 4 6amna: 8,6 % vs 25 % vs 41 % cootBetcTBeHHO; p = 0,049), HapacTana mecatypa-
st ipy BeimosiHeHur 6-MIT (7 % vs 9 % vs 12 % cootBeTcTBeHHO; p = 0,002) M pacIIMpsIINCh MpaBble OTAETbI cepilia (COOTHOIIEHHE TTOKa-
3aTelieil CUCTOJIMYECKOM 9KCKYPCUU TIIOCKOCTH KOJiblia TpUKycnuaanbHoro KiuanaHa (Tricuspid Annular Plane Systolic Excursion — TAPSE) /
CIJIA — 0,697 vs 0,477 vs 0,317 cootserctBenHo; p < 0,001). CriupomeTpuyeckue noxasatenn u DL, Mexiy rpynmamMu He pasivyajiuch.
HauGosbiasi quarHoctuyeckasi IIEHHOCTb JUTsl BbIsiBJieHUsl Tspkesnou JIIT mpuHamiexkana crerieHM aecaTypaiMy Mpu BbimodHeHuu 6-MILT
(AUC = 0,721: p = 0,005; gyBcTBUTEIBHOCTD — 80 %; crierduaHocTh — 64 % mpu mopore > 9 %). B cokpanieHHOI MHOTO()aKTOPHOI MOIETH
necaTypaiusi 0CTalach eAMHCTBEHHBIM HE3aBUCUMbBIM MpeaukropoM Tspkesoit JII (oTHomeHue mancoB — 1,237; 95%-Hblit 1OBepUTENbHBII
uHtepBan — 1,086—1,437; p = 0,003). 3akmouenne. Tecatypauus > 9 % npu BoinoaHeHnn 6-MILT cayXut HafeKHBIM HEMHBA3UBHBIM KpPUTE-
puem ordopa nauueHToB ¢ MJIMD m1s1 yriybaeHHOro o0cieIoBaHUS C LIEIbIo BhIsIBICHUS Tskesoii JIT .

KitroueBble ci10Ba: MaNONAaTUYECKUI JIETOUHBIN (PMOPO3, JIerouHasi TMIIEPTEH3UsI, 6-MUHYTHBII 1LIATOBBIN TECT, AecaTypariysi.
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®unancuposanne. CrioHcopckast ¥ (prHaHCOBasI OAIEPXKKa PabOThl OTCYTCTBOBAJIA.
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® ITpomkuHa A.A. u coasr., 2026

Hnst umtupoBanus: [MpomkuHa A.A., Llapesa H.A., HexmonoBa I'.B., Araman K.C., XKykosa /1.0., MepxoeBa 3.M., laitHutanHoBa B.B.,
AsneeB C.H. ITpenuKTopbl TSOKEIOM JIETOYHOM TMIEPTEH3UH Y MALMEHTOB ¢ MAMOMATUYECKUM JIETOYHbIM (hUbpo3oM. [Iyasmonoaoeus. 2026;
36 (3): 443—455. DOI: 10.18093/0869-0189-2026-36-3-443-455

Predictors of severe pulmonary hypertension in patients
with idiopathic pulmonary fibrosis
Anna A. Proshkina’ >, Natalia A. Tsareva’, Galina V. Nekludova*?, Kirill S. Ataman’, Daria O. Zhukova ',

Zamira M. Merzhoeva', Viliya V. Gainitdinova’, Sergey N. Avdeev’

! Federal State Autonomous Educational Institution of Higher Education I.M.Sechenov First Moscow State Medical University of the Ministry of Health
of the Russian Federation (Sechenov University): ul. Trubetskaya 8, build. 2, Moscow, 119991, Russia

2 Federal State Budgetary Institution “Pulmonology Scientific Research Institute” under Federal Medical and Biological Agency of Russian Federation:
Orekhovyy bul’var 28, build. 10, Moscow, 115682, Russia

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/ 443


https://crossmark.crossref.org/dialog/?doi=10.18093/0869-0189-2020-30-5-519-532&domain=pdf&date_stamp=2020-10-10
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Abstract

Idiopathic pulmonary fibrosis (IPF) is a chronic progressive interstitial lung disease with a poor prognosis. The median survival after diagnosis does
not exceed 2 — 3 years. One of the most significant complications of IPF is pulmonary hypertension (PH), the incidence of which is 20 — 84% and
increases with the disease advancement. The aim of the study was to comparatively analyze the clinical, functional and echocardiographic
characteristics of patients with IPF depending on the degree of PH and to evaluate the diagnostic value of non-invasive parameters for detecting
severe PH. Methods. The observational study included patients (n = 121; median age — 69 years) with verified IPF. Depending on the pulmonary
artery systolic pressure (PASP), the patients were divided into 3 groups. Group 1 (n = 35) included patients without PH (PASP < 35 mmHg). Group
2 (n=159) included individuals with moderate PH (PASP 35 — 59 mmHg). Group 3 (n = 27) included patients with severe PH (PASP > 60 mmHg).
Clinical data, Charlson Comorbidity Index, 6-minute walk test (6-MWT), spirometry, diffusing capacity of the lungs for carbon monoxide (DL_,),
high-resolution computed tomography (HRCT), and transthoracic echocardiography were assessed. Diagnostic accuracy was determined using
ROC analysis, and the association with severe PH was determined using univariate and reduced multivariate logistic regression. Results. As PASP
increased, the incidence of cardiovascular events (26% vs 53% vs 74%, respectively; p < 0.001) and chronic heart failure (23% vs 47% vs 70%,
respectively; p < 0.001) also grew, dyspnea progressed (modified Medical Research Council dyspnea scale — mMRC — 4 points: 8.6% vs 25% vs
41%, respectively; p = 0.049), desaturation rose during 6-MWT (7% vs 9% vs 12%, respectively; p = 0.002), and the right heart chambers dilated
(the tricuspid annular systolic excursion (TAPSE) / PASP ratio was 0.697 vs 0.477 vs 0.317, respectively; p < 0.001). Spirometry parameters and
DL, did not differ between the groups. The degree of desaturation during the 6-MWT had the highest diagnostic value for detecting severe PH
(AUC = 0.721: p = 0.005; sensitivity — 80%, specificity — 64% at the threshold > 9%). In the reduced multivariate model, desaturation remained
the only independent predictor of severe PH (odds ratio — 1.237; 95% confidence interval — 1.086 — 1.437; p = 0.003). Conclusion. Desaturation
> 9% during the 6-MWT serves as a reliable non-invasive criterion for selecting patients with IPF for in-depth examination to detect severe PH.

Key words: idiopathic pulmonary fibrosis, pulmonary hypertension, 6-minute walk test, desaturation.
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W nmonarnueckuii ierouHsiit puodpos (UJ1MD) rpeacrasis-
€T co00lf XpOHMYECKOE MPOrpeccupyroliee MHTEPCTUII -
anbHoe 3aboeBaHue jerkux (M3JI) ¢ HebmaronpusiTHbIM
MIPOrHO30M: MeauaHa (Me) BEDKMBaeMOCTH TTOCTIE YCTAaHOB-
JIEHUS AyarHo3a He TipeBbiiiaet 2—3 roga [1—3]. Ooqaum
13 HanboJjiee 3HaYUMMbIX oclioxkHeHunit 1D ssisiercs Jie-
rouHas runepteHsus (JIT'), yacrora KOTopoii, 1o pa3HbIM
oueHKaM, Konebsercs ot 20 10 84 % u yBeIMYMBaAETCS
10 Mepe TporpeccupoBaHns 3aboseBanust [4—6]. Comac-
HO AEWCTBYIOILIMM POCCUNCKUM KIIMHUYECKUM PEKOMEH-
nauusm (2024), JIT nnarHocTUpyeTcsl TPy MOBBIIIEHUN
CPEIHETO AaBJIEHUS B JISTOYHOM apTepuu (Z[J'[ACD‘) > 20 MM
PT. CT. B ITOKOE, U3MEPEHHOTO MPY KaTeTePU3aIlN TIPABBIX
otaenoB cepaua (KITOC), B coueTaHnHU C JIESTOYHBIM COCY-
JIUCTBIM COMPOTUBJeHUEM > 2 ell. Byna u naBieHuem 3a-
KJIMHUBaHUS JIETOYHOM apTepuu < 15 MM pT. cT. [7]. Eciin
Ha HavaybHbIX 9Tanax UJI® JIT BeisgBasercsa y 8—15 %
MalyeHTOB, TO CPeAU KaHIUAATOB Ha TPaHCIIAaHTALIUIO
JIETKUX 9TOT MoKaszatesib focturaet 50—80 % [8, 9]. [laHHble
pOCCHUIICKOTO perucTpa, oobeauHsonero > 1 000 mamum-
eHToB ¢ UJI® u3 72 cyObEKTOB CTPaHbI, CBUAETEILCTBY -
10T O TOM, YTO KOMOPOUIHASI MATOJOTHUSI PETUCTPUPYETCS
v 90,3 % maupeHToB, prdeM JII' BXoouT B 4nciio HanboJee
YacTbIX COMYTCTBYIOIIMX cocTostHUi [10]. Takum o6pazom,
JUTSI OTEYECTBEHHOTO 3MPAaBOOXPAHEHMSI COXPAHSIETCS BHICO-
Kas aKTyaJIbHOCTb ITPOOJIEMbl CBOEBPEMEHHOT'O BBISIBICHHS
JIT" y 60onbHBIX UTTD.

ITpucoenunenue JII' conmpoBOXIAETCS CYIIECTBEHHBIM
VXYAIIEHUEM KadyecTBa XM3HU, CHIKEHUEM TOJIEpaHT-
HocTH K usndeckoit Harpyske (T®H), Bo3pacranuem
MOTPeOHOCTU B IIuTeNbHON KucioponoTepanuu (JIKT)
U SBJISIETCS HE3aBUCUMBIM IIPEIUKTOPOM JIeTaIbHO-
ctu [11—13]. ITo gaHHBIM YCITEITHO 3aBEPIIEHHOTO UC-
caenoBanusi INCREASE npoaemoHcTpupoBaHa 3¢ ¢ek-

TUBHOCTh MHTAJIIIIMOHHOTO TPEIIPOCTUHIIIA Y TIAIIEHTOB
¢ JIT', ocnoxnuBieii reueHue M3J1, mpu aTom Takske oT™Me-
YEeHO He TOJIbKO TIPOTHOCTUYECKOE, HO M TePAIeBTUUECKOE
3HAYeHUE paHHEH TUarHOCTUKH 3TOTO OCIOKHEeHU [ 14].

«3o50THIM cTaHgapTOM» Bepudukaunu JII' ocraeT-
cs nnBasuBHasg KITOC, onHako B IIMPOKOW KJIWMHUYE-
CKOM TIpaKTUKE OCHOBHBIM CKPUHWHTOBBIM MHCTPYMEH-
TOM SIBIISTHETCSI TpaHCTOpaKaJbHas 3XoKapauorpadus
(®xoKT) [7, 15], mo pe3ynbraTaM KOTOPO OIIEHUBAIOTCS
cucToianyeckoe aapieHue B JerouHoii aprepuu (CIJIA)
1 MOpP(PODYHKIIMOHAIBHOE COCTOSTHHE TIPAaBbIX KaMep
cepaua.

B nocieaHue roabl ocoboe BHUMaHUE YAECHSIETCS
MHTErpajJbHOMY I1OKa3aTello MPaBoXeIy109YKOBO-apTe-
puanbHoro conpspkeHus (ITXKAC) cuctonuueckoii aKc-
KYPCHUM TUIOCKOCTHY KOJIbIIa TPUKYCITUIAIBHOTO KJIallaHa
(Tricuspid Annular Plane Systolic Excursion — TAPSE) /
CIJIA, pekoMeHI0BaHHOMY ISl CTpaTU(UKALIMU TSKe-
ctu v porHosa nipu JIT' [7, 15]. BmecTe ¢ TeM TOUYHOCTh
OxoKT -ouenkn CIJIA y maumeHToB ¢ MJID orpanmueHa
M3-332 0COOCHHOCTE! aKyCTUYECKOTO OKHA U TeTePOTeH-
HOCTH ITapeHXMMAaTO3HbBIX U3MeHeH Ui [16]. DTo muKTyeT
HEOOXOIMMOCTB ITOMCKA MPOCTHIX M JOCTYITHBIX HEMHBA-
3UBHBIX (DYHKIIMOHAJIBHBIX MapKepoB, KOTOPBIE MOTIN
OBl CITYXXUTb HAIEXXKHBIMU KPUTEPUSIMU OTOOpaA OOJIbHBIX
IJIs1 yTayOJIeHHOTO 00C/Ie0BaHMS.

HecMmoTpst Ha 3HAYNUTENTBHBIN 00BEeM HaKOTIJICHHBIX
IaHHBIX, DX0KI -npu3Haku peMomeIMpoOBaHMS TTPaBBIX
OTHEJIOB cepilla M KIMHUKO-(GYHKIIMOHAIbHBIE (haK-
TOpHI, conpsixkeHHbIe ¢ ypoBHeM CJIJIA, y mauueHTOB
¢ NJID ocraroTcs HETOCTATOYHO CUCTEMATU3UPOBAH -
HBIMH. B 0COOEHHOCTH 3TO KacaeTcs MPOTHOCTUICCKH
HanboJjiee HeOIaronPUSITHOM KaTeropun OOJIbHBIX — JIUI
¢ Tskenoit JIT.
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Llenbio uccnenoBaHus SIBJASUIOCH MPOBEACHUE CPaB-
HUTEILHOTO aHaJIN3a KIIMHUYECKNX, (DYHKIIMOHAJTBHBIX
n OxoKTI'-xapaktepucTuk nauueHToB ¢ MJID B 3aBucu-
MocTHu oT crerieHu nosbiieHus CAJIA u onpeneneHue
NMMarHOCTUYECKOU IEHHOCTU HEMHBA3UBHBIX TTOKa3aTeei
TS BBISIBIIEHUS TsoKesaont JIT.

Marepuans! u MeToAbl

B nepuoa ¢ mapta 2022 r. no despanp 2024 r. B Ha-
OogaTeIbHOE MCCIeAOBaHUE TTOCIeI0BATEIbHO OBLIN
BKJTIOUEHBI MAlIMEeHTHI cTapie 18 met (n = 121; Me Bo3-
pacta — 69 (64; 74) ner) ¢ BepudpuurpoBaHHbIM NJID,
TTOJTy4YaBIIIve CTAlIMOHAPHOE JIeYeHNE B OTACTICHUU MMyJTb-
MOHOJIOTMM YHUBEPCUTETCKON KIMHUIECKOM OOJTbHU-
bl Ne 4 DenepaibHOro rocy1apCTBEHHOIO AaBTOHOMHOTO
00pa3oBaTebHOIO YUPEXKIEHMST BBICILIETO 00pa30BaHUs

ITepBblit MOCKOBCKMIT TOCYIapCTBEHHbIN MEAULIMHCKUIA

yHuBepcuteT umenu M.M.CeueHoBa MUHHMCTEPCTBA
3npaBooxpaHeHust Poccuiickoit @eaepaunu (CeueHOB-
ckuii YHuBepcuteT) (MockBa).

Kpumepuu exarouenus 6 uccaedosanue:

* IoamMUcaHue JOOPOBOJBHOTO MHMOPMHUPOBAHHOTO
corjlacHs Ha yJacTue B MCCIICIOBAaHUM;

» BepuduumrpoBaHHbiii MJID.

Bepudukamnus MJI® ocymecTBisiach Ha 3aceqaHUN
MYJIbTUANCIUTUIMHAPHOTO KOHCHJIMYMa Ha OCHOBE CO-
ITOCTABJICHUS aHAMHECTUYECKUX, KIMHUICCKUX U PEeH-
TreHOJIOTUYECKUX TaHHBIX.

W3 nccienoBaHus NCKITIOYATUCH OOJTBHBIE, Y KOTOPBIX
BBISIBJISTUCH OpyTrue BapuaHTel M3J1.

Kpumepuu uckarouenus:

*  XPOHMYECKUI TUIIEPUYBCTBUTEIbHBIN MTHEBMOHMUT;

* uHTepcTUulMalbHble mTHeBMoHUU (MIT), accormmupo-
BaHHBIEC C ayTOMMMYHHOI TTaTOJIOTUEH 1 CUCTEMHBIMI
3a00JIEBAHUSIMU COEAMHUTEIbHON TKaHH;

s (pubpoTHUecKUii BapuaHT Hecnielmbuueckoi UIT;

*  WHBIE peakre GopMbl GUOPOTUIECKUX UINOTIATIIC-
ckux MTI.

B 3aBucumocTu ot mokazarenst CIIJIA matmeHTsI (n =
121) OblIM pacnpeaeieHbl Ha 3 TPYMIIbI:

* 1-g (n = 35) — nauueHtsl 6e3 JII' (CHAJIA < 35 Mmm
pT. CT.);

* 2-g9(n=1759) — c ymepennoit JII' (CIJIA — 35—59 mm
pT. CT.);

o 3-a9(n=27) — c tsxenoii JIT' (CJIA > 60 MM pT. CT.).
V Kaxaoro yyacTHuMka (QMKCUpOBaInCh AeMorpadu-

YECKHME XapaKTePUCTUKHU, PACCIMTHIBAJICS MHICKC MACChI
teaa (MMT, kr / M?) o cTaHmapTHOH (opmyJie, OLieHIBA-
JTaCh BBIPaKEHHOCTh KIIMHUYECKO# cuMIromMaTku. Cre-
TIeHb OMBIIIKHU OMPEAEIIIIACh C TIOMOIIBI0 MOIUMUIIIPO-
BaHHOTO OMPOCHMKAa BpuTaHCKOTro METUIIMHCKOTO HCCIIe-
JoBaTesbCKoro coseTa (modified Medical Research Council
dyspnea scale — mMRC). KoMopOUAHBII cTaTyC OLIEHU-
BaJIcsl TI0 MHAEKCY YapiicoHa Ipy CyMMUPOBAaHNH 0aJIOB
3a KaXJ0€ COIyTCTBYIOLIee 3a00IeBaHUE U 100aBJICHUY 110

1 Ganty 3a Kaxkoe IecsTUiIeTre Bo3pacTa, HaurHas ¢ 50 Jer.

AHaIM3UPOBAIUCH TaHHbIE (DU3UKATBLHOIO OCMOTDA,
ITOKa3aTesn JIAOOPaTOPHEBIX TECTOB, MHCTPYMEHTAIBHOTO
obcnenoBaHus (00beM MopakeHUsI JIETOUHOM TTapeHXM -
MBI 10 TaHHBIM KOMITBIOTEPHOM TOMOTrpachuu BHICOKOTO

paspemieHus: (KTBP) opranos rpynHoii kietku (OI'K),
ynkums BHentHero npixanus (PBJI), TpaHcTOpaKaibHAsT
Oxo0KI), onpenenasiiiich CTeTICHb IBIXaTeIbHOI HeI0CTa-
touHoctu u TOH.

KTBP OI'K BbInonHsI1aCh Ha CIMpaibHOM ToMOTrpagde
Aquillion TSX-101A (Toshiba Medical Systems, SinonHust),
TONIIMHA cpe3a — 1 MM, mmar (pitch) — 1,5. AHaM3upoBa-
JINCh N300PaKEHMSI, COOTBETCTBYIOIINE PEHTTCHOJIOTYE-
CKMM TIaTTepHaM TUITMYHOM U BeposiTHO# oObruHOM UTT.
J71s1 KaKnoro ciydasi BBIYMCIISIICS TIPOLIEHT TTOPaskKeHUST
JICTOYHOIT TKaHU 0e3 pa3nesIeHUs Ha CTaauM.

KommnnekcHoe uccinenosanne MBIl nmpoBoaniocs
Ha nuarHoctuyeckoi cucreMe Quark PFT (COSMED
S.R.L., Utanus). B npoToKoJ ObLIM BKIIOUEHbI JTaHHbIE
crimpomeTpun (popcrpoBaHHAsT XKU3HEHHASI €MKOCTb JIET-
kux (OXKEJT), 06beM OpcUpOBaHHOIO BbIAOXA 3a 1-10
cekyHny (O®B.1), cootHomenne ODB: / ®XKEI), 60-
JUTIIETU3MOTpaduu ¢ orpeeieHneM (PyHKIIMOHATBHOMN
OCTaTOYHOM eMKocTH, ob1eit eMkoctr (OEJI) 1 ocTarou-
Horo oobeMa Jerkux (OOJI), a Takxke nudOY3MOHHBII
TECT C 3aJepKKOM IbIXaHUs (OAMHOYHBIN BIOX) /IS OLIEH-
K1 1 dDYy3UOHHON CTIOCOOHOCTH JIETKUX TTIO MOHOOKCHUITY
yrepona (DL ).

TpancropakanbHasg DxoKI BeITIONMHSIACH Ha aTlapare
Philips EPIQ-7 nipu co0Jt0oneHUN CTaHAAPTHBIX JOCTY-
OB, KOMIUIEKCHO M3y4aiuch MOP(hOMYHKIIMOHATbHBIE
XapaKTEePUCTUKU JIEBBIX U MPaBbIX OTAEIOB cepaLia. Mak-
cuManbHoe CIIJIA ompenensyioch MocpeacTBOM Hempe-
PBHIBHO-BOJIHOBO# Aomnruieporpadgun: CUCTONNUECKUIT
TPAaHCTPUKYCITUIATBHBIN TPATUEHT BBIYUCIISUICS IO MO-
IUGUIIIPOBAaHHOMY ypaBHeHNIO bepHYIM Ha OCHOBaHUM
NUKOBOW CKOPOCTU TPUKYCOUIAIBHOU perypruTauunu,
MocJje 4ero CyMMMpPOBAJCsS ¢ pacCYeTHBIM JaBJIeHUEM
B nipaBoM nipeacepauu (ITIT) (mpu oTcyTCcTBUM CTeHO3a
KinamnaHa JierouHoit aprepun). CIJIA > 35 MM pr. cT. pac-
LieHuBajaoch Kak DxoKI'-npusnak JII'; ypoBeHb > 60 MM
PT. CT. MpuHUMacs 3a kputepuii Tskenoii JIT. B xone mc-
CJIeIOBaHMSI TAKXKe U3MEPSUTHCH (DpaKiivst BLIOpOCa JIEBOTO
xenynodka (JIXK), TAPSE, niuowmans IT1 (S ) v cpennuii
nurameTp rpaBoro xkemynouka (IT2K). JTnsa onenku [T2KAC
paccuutsiBaicst unaekc TAPSE / CIUJTA.

Crenenb rurokcemun 1 TOH oleHuBajIach ¢ mo-
MOIIBIO TTyJIbcOKCUMeTpun (rmpudop Onyx 9500, Nonin
Medical Inc., CIIIA) u 6-MUHYTHOTO IIArOBOrO TECTA
(6-MUIT). MHTEeHCUBHOCTD OABILIKHA PETUCTPUPOBAIACH
110 1Kkajie bopra HermocpencTBeHHO 10 M TTOC/Ie Harpy30u-
HO1 poOHI. JlecaTypalinst onpenessiiach Kak CHUKCHIE
catypauuu KpoBu KUCI0poaoM (SpO,) OTHOCUTENLHO
MCXOIHOTO YPOBHs 6oJjiee ueM Ha 4 % nnbo naneHue SpO,
<90 % B npoLecce TecTa.

CraTuCTUYeCKMiT aHAJIN3 BLITIOJTHAJICS B cpene RStudio
(Bepcust 2026.01.1+403). XapakTep pacrpeaeaeHus KOam-
YECTBEHHbIX MTEPEMEHHBIX MTPOBEPSUICS C TTOMOILbIO KPH-
tepust Lllamupo—Yunka. [TockobKy pacripenaeneHue Bcex
HCCIICIOBAHHBIX ITAPAMETPOB OTIIMIATIOCH OT HOPMAIBHOTO,
JAHHBIC TIPEICTaBIISUIICH B Bune Me 1 MHTePKBAPTIIIEHOTO
pasmaxa (Me [Q,—Q,]). [l cpaBHEHMs 3 HE3aBUCUMBbIX
TPYIII KCITOJIB30BAJICST HeTTapaMeTPUISCKUI KPUTEPUi
Kpackema—Yommmca. CBsI3n MexXIy KaTeropruaabHBIMUA
MMpU3HAKaMU aHATU3UPOBAIUCH C IPUMEHEHNEM TOYHOTO
kputepus Ouiepa u kpurepus x> ITupcona. JlnarHoctu-
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yeckasi 9((EeKTUBHOCTb OTAEJbHBIX MTApaMEeTPOB B BbI-
apiieHnu JII' ouenuBanack MmerogoM ROC-ananu3za. s
M3YYeHUS aCCOLMAIMY ITPU3HAKOB C HAJIMYKMEM TKEJI0M
JIT mpuMeHsIch oqHO(aKTOPHBIE M1 MHOTO(AaKTOPHBIE
MOJIEJIN JIOTUCTUYECKOMN perpeccuu, pacCUMThIBAIUCH
otHouieHue maHcoB (OII) u 95%-Hble mOBepUTETIbHBIE
uHtepBaibl (JIN). [Tpu nmoctpoeHun MHOro(pakTOpHOM
MOJIEJTU C YUETOM YHMCJIa UCXOAOB (1 = 27) CO3HATENILHO OT-

PaHUYMBAJIOCh YMCJIO MPEIMKTOPOB [UIS IIPEIOTBPAILIEHUS
repeoOydeHns . Pa3mmuns mpu3HaBaIUCh CTATUCTUYECKU
3HaUMMBIMU T1pH p < 0,05.

Pesynbrarthbl

CpaBHUTEIbHAS XapaKTEePUCTHUKA MALIMEHTOB B 3aBUCH -
MoCTHU OT cTeneHu Tsixkectu JIT mpencrasieHa B Tad. 1.

Tabauua 1

CpasHumenvnasn xapaxKmepucmuka nAyUeHNoe 8 3agUcUMOCHU 0N CHENEeHU MANCECIU 4e204HOIl 2unepmen3uu (epynna
0Oe3 necounoil cunepmen3uu (cucmoauueckoe dagaenue 6 Ae2o4noi apmepuu < 35 Mm pm. cm.), epynna ¢ ymepeHHo
Ae204Holl 2unepmensuell (cucmoauteckoe das.aenue 6 1e2o4Hol apmepuu — 35—59 mm pm. cm.), epynna c maxicenoi
Ae204Hol eunepmen3ueli (cucmoauyeckoe dasaenue 6 ae204Hoil apmepuu > 60 mm pm. cm.)

Table 1

Comparative characteristics of patients depending on the severity of pulmonary hypertension (group without pulmonary
hypertension (pulmonary artery systolic pressure < 35 mm Hg), group with moderate pulmonary hypertension (pulmonary
artery systolic pressure — 35 — 59 mm Hg), group with severe pulmonary hypertension (pulmonary artery systolic pressure

> 60 mm Hg)
Mokazarenu* I'py|(1r:12 g;; nr pynna (; r}n:eg;nﬂoﬁ nr rpynna(g 1='ﬂ;|(7(;l10l7| nr p-value
[lemorpachnyeckue nokasarenu:
* BO3pacr, net 68 (63-73) 70 (65-74) 70 (63-74) 0,593
* MyX4uHbl, N (%) 20 (57) 38 (64) 16 (59) 0,763
WMT, kr [ m? 28,08 (23,88-32,47) 28,08 (24,86-31,14) 25,18 (21,47-29,00) 0,086
[inutenbHOCTb rocnuTanu3auum, AHN 9 (7-14) 11 (9-14) 10 (8-13) 0,137
Bpemsi A0 noCTaHOBKM AMarHo3a, rogbl 2(1-3) 2(1-3) 3 (1-6) 0,32
Kypetue, n (%):
* Kypun paee 16 (46) 28 (47) 15 (56) 0,117
* IPof0oNKaeT KypuTh 2(5,7) 6(10) 0
* HUKOTAA He Kypun 13 (37) 25 (42) 1 (41)
* HEM3BECTHO 4(11) 0 1(3,7)
WHpekc KypeHus, nayko-ner 38 (18-50) 40 (20-50) 35 (20-40) 0,564
Cumntombl, n (%):
* ofbILIKa 35 (100) 59 (100) 27 (100) 1
* Kawenb 27 (77) 50 (85) 23 (85) 0,605
Kawenb ¢ mokpotoi, n (%) 11 (31) 30 (52) 14 (52) 0,127
«bapabaHHble nanoykuy, n (%) 9 (26) 10 (17) 4 (15) 0,487
Kpenwutauus npu ayckynsrauum, n (%) 35 (100) 57 (98) 27 (100) >0,999
Komop6uaHocTb
WHpeke komop6uaHocTu YapncoHra, 6annbl 4 (3-5) 5(4-7) 5 (4-6) 0,085
Oxwupetne, n (%) 1(31) 19 (32) 5(19) 0,399
CC3, n (%) 35 (100) 59 (100) 27 (100) 1
CeppeyHo-cocyancTble katacTpodbl, n (%)™ 9 (26) 31(53) 20 (74) < 0,001
XCH, n (%) 8 (23) 28 (47) 19 (70) <0,001
CaxapHblit auater, n (%) 4(1) 19 (32) 5(19) 0,056
'3PB, n (%) 7(20) 14 (24) 5(19) 0,834
T30 B aHamHese, n (%) 2(57) 7(12) 1(3,7) 0,512
Moka3atenu TOH
OueHka no mMRC, 6annbi:
o 0 1(01,7) 0 |
02 11 (31) 10 (17) 4(15)
3 21 (60) 33 (56) 12 (44) L
o4 3(8,6) 15 (25) 1 (41) ‘
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Okonuanue tabJ. 1. Hayaso cM. Ha cTp. 446

OueHka opbIwwkm no wkane Borg, 6annbi:

* fo 6-MLUT 2 (0-4) 2(0-3) 2(0-5) 0,44
* nocne 6-MLLT 5 (5-8) 5 (4-7) 8 (4-9) 0,383
Sp0,, %:
* B 10KOe 94 (92-96) 93 (89-95) 91 (88-95) 0,16
* nocne 6-MLUT 88 (85-90) 83 (78-88) 80 (78-85) 0,004
[lecatypauus npu BbinonHeHun 6-MLUT, % 7(4-9) 9 (5-13) 12 (10-15) 0,002
[lvctaHuus npu BbinonHeHun 6-MLUT, % 280 (210-360) 243 (47-360) 190 (120-310) 0,256
[a3bl apTepuanbHoi KpOBM B NOKOE
*pH 7,42 (7,40-7,44) 7,43 (7,40-7,45) 7,44 (7,38-1,45) 0,952
* Pa0,, mm pr. cT. 68 (54,0-84,0) 67 (57,0-80,0) 65 (56,0-71,0) 0,525
* PaCO,, mm pr. cT. 37 (34,1-43,0) 38 (32,5-41,0) 39 (34,0-44,0) 0,553
WHcTpymenTanbHble MccneaoBanms
OxoKT:
* CANA, mm pr. cT. 32 (30-33) 48 (44-52) 68 (60-75) <0,001
* Sy M2 13,5 (12,0-14,0) 16 (15,0-18,0) 19,5 (15,0-21,0) < 0,001
* TAPSE, Mm 23 (22-25) 24 (22-25) 23 (21-25) 0,941
* ©B, % 62 (61-63) 61 (60-62) 61 (58-62) 0,053
* cpeaHuit guametp MK, cm 3,75 (3,45-3,90) 3,9 (3,70-4,10) 4,15 (3,95-4,65) < 0,001
* TAPSE / COJIA 0,697 (0,636-0,759) 0,477 (0,431-0,532) 0,317 (0,280-0,383) <0,001
®B
s OXEN, n 2,71 (1,96-3,06) 2,44 (1,64-3,24) 2,48 (1,83-3,31) 0,663
* OKEN, %, 80 (62-86) 75,5 (55,5-88,0) 71 (56-90) 0,967
*0®B, n 2,26 (1,52-2,57) 1,97 (1,45-2,56) 2,05 (1,47-2,55) 0,629
* 0B, %, 78 (66-92) 79,5 (59,5-93,5) 80 (63-91) 0,853
* O®B, / ®XEN, % 85 (78,7-88,2) 82,5 (77,9-89,8) 78,1 (70,7-86,8) 0,117
<00/, n 1,1(0,86-1,52) 1,04 (0,86-1,26) 1,2 (0,94-1,41) 0,635
* 00N, %,,,,, 50 (39-64) 47,5 (40-61) 49 (40-67) 0,792
* ®OE, n 2,14 (1,60-2,48) 1,72 (1,31-2,62) 2,33 (1,90-3,20) 0,069
*®OE, %, 68 (49-78) 57 (47-77) 71 (59-82) 0,09
*OEN, n 3,83 (3,16-4,49) 3,87 (2,90-4,68) 3,7(3,19-4,52) 0,977
< OEN, %, 63,5 (55,0-73,3) 65 (50,0-75,0) 66 (53,0-69,0) 0,982
* DL, Mn/ MuH [ MM pT. CT. 10,10 (7,39-12,61) 8,46 (5,67-10,67) 8,59 (6,05-11,56) 0,097
* DLegy %0m 45 (33,0-54,0) 38,5 (25,0-49,0) 39 (29,0-52,0) 0,218
KTBP OrK:
* 00bEM NOpaxeHUs NEro4Ho| napeHxumbl, % 50 (35-70) 54,5 (27-75) 65 (55-83) 0,108
TNeyenue n ucxoppl, n (%):
Motpe6HocTb B [IKT Ha MOMEHT rocnuTanusaumm 24 (11) 49 (86) 24 (89) 0,132
MpopgomkurensHoctb OKT, rogbi:
o<1 24 (86) 46 (87) 13 (54)
1 1(3,6) 2(39) 4(17)
02 2(71) 4(7,5) 5(21) 0027
°3 0 1(1,9) 0
o4 1(3,6) 0 1(4,2)
) 0 0 1(4,2)

Mpumeyanme: N - neroyxas runeprenaus; UMT — uxgekc Maces! Tena; CC3 — cepagyHo-cocyavcTble 3abonesams; XCH — xpoHudeckas cepaedHas HemoctatouHocTs; M'OPB - ractpoasodare-
anbHas pedniokcHas 6onesb; TAO — Tpomboambonuyeckue ocnoxHerus; TOH - TonepaHTHoCTb k dmandeckoit Harpyake; mMRC (modified Medical Research Council dyspnea scale) - wkana
MOAVMLPOBAHHOTO OMPOCHYIKA BPUTAHCKOTO MEANLMHCKOMO UcCneroBaTenbeoro cosera; 6-MLUT — B-muHyTHbIiA warossii TecT; SpO, — catypauus kposu kucnopoaom, Pa0, - napuuansHoe
[1aBfNeHve KICIIOpoza B apTepuanbHoi kposu; PaCO, — napuyarnbHoe faBMenve YIMekycriono rasa B apTepuansHoit kposu; CLIA — cucTonnyeckoe Aasnenve B nerouroii aptepun; 3xoKr - axo-
Kapavorpacus; S~ nnoLaae npasoro npeacepaus; TAPSE — amniuTyaa skekypcuy uBPOsHOro Konblia TpUKYCTIAANBHONO Kanara; ©B — dpakuus BbiGpoca; GBI ~ dhyHKuMs BHELHEro
nbixakus; MK — npasbiit xenynodek; ®XEN - dhopcuposanHas xusHeHHas emkocTs nerkix; O9B, — obbem dopenposarHoro Bbigoxa 3a 1o cexynay; 00N - ocTarouHbIi ofbem nerkux, ®OE -
(byHKUMOHanbHas 0CTaTOHas eMkocTb nerkix; OEN - obuiad emkocTs nerkux; DL, — andidyanonHas cnocoBHoCTs Nerkux no Mowookeuay yrnepopa; KTBP — koMnbioTepHad ToMorpadue BbICo-
koro paapeLuenust; OFK — opranbl rpyaxoit knetku; JKT - anutensHas kucnopogotepanyst; * — fanHsle npencTaeneHs! kak meauaxa (Q1-Q3) ans konuyecTBeHHbIX nepemeHbIx v n (%) - ans
KateropuanbHbIX; ** — OCTPbIE KU3HEYrpOXaloLLMe CEPAEYHO-COCYANCTbIE COBBITS, CBA3aHHbIE C aTepOTPOMB030M, AMBOMHE Wi reMOAVHAMIHECKIMYU HAPYLIEHUAMY: MHAAKT MUOKapaa,
VIHCYTIBT (MLUEMVWYECKWI Y FeMOPPArVYECKWit), TPAH3UTOPHaS MLLEMUYECKas aTaka.

Note: *, Data are presented as median (Q1 - Q3) for quantitative variables and n (%) for categorical variables; **, Acute life-threatening cardiovascular events associated with atherothrombosis,
embolism, or hemodynamic disturbances: myocardial infarction, stroke (ischemic and hemorrhagic), and transient ischemic attack.
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CpaBHUBaeMble TPYMIIbl HE pa3inyaaruch IO BO3pa-
cry (p = 0,593), mony (p = 0,763), uHAEKCY MacChl TeJia
(» = 0,086), murenbHOCTH rocniuTanusanuu (p = 0,137),
uHgekcy kypenus (p = 0,564). OcCHOBHbIE KIMHUYECKME
MPOSIBJIEHUST 32001 BaHUST — OJIBIIIIKA U KPEMTUTALIMS ITPU
ayCKYJIbTAllUW — PETUCTPUPOBAIIMCH MPAKTUUECKH Y BCEX
60bHBIX (100 % 1 98—100 % cOOTBETCTBEHHO), YaCTOTA
KAl ¥ HaJIMYUsl CUMITTOMA «0apabaHHBIX MTaJI0UYeK»
Takke 6e3 MeXTpYIMoBbIX paznuuuii (p > 0,05).

[Tpu aHanm3e KOMOPOUIHOTO (pOHA YCTAHOBJIEHO, UTO
pa3nuums B MHIEKce KoMopoumHocTr YapiicoHa He mo-
CTUTJIM cTaTHCTUYecKoi 3HaumMocTu (p = 0,085). Pac-
MPOCTPAHEHHOCTh CEPACUHO-COCYIUCTHIX 3a00eBaHUI
B LIesToM Obla coroctaBuMoii (100 % Bo Bcex rpymmax),
TOTIA KaK YacTOTa MePeHECEHHBIX CEPACUHO-COCYIUCTRIX
KaTtacTpod (MHMaPKT MUOKapaa, MHCYIBT, TPAH3UTOPHASI
UILIEMHUUECcKas aTaka) M XpOHUYECKOI cepAeuHOl HeToCTa-
TouHocTH (XCH) 3akoHOMepHO HapacTaa o Mepe yBeJl-
yenust CIJIA: B rpyrmre 6e3 JIT', ¢ yMepeHHOM U TSTKEIOMH
JIT yacrora karactpod cocraBuia 26, 53 u 74 % (p < 0,001),
aXCH —23,47u70 % (p <0,001) coorBeTcTBeHHO. Jl0JI5
OOJIBHBIX CaXxapHbIM JUa0ETOM B rpyIine ymepeHHoit JIT
6bLa Bhiie (32 %), yem B rpyrnmax 6e3 JII (11 %) v ¢ Tsike-
noit JIT' (19 %), Ho pa3nuyue JTUIb IPUOIKAIOCh K ITOPO-
ry 3Haurmoctu (p = 0,056). Yacrora ractpoa3zodareaibHOM
pedoKcHO 60J1e3HN U TPOMOOSIMOOIUUYECKUX OCTIOXKHE-
HMI1 B aHAMHe3¢ MEXXIy TPyIIaMy He pa3indajach.

TsoxecTsb oppiky 110 1mkajge mMRC nporpeccuBHO
yBeanuuBanach ¢ pocroM CIJIA (p = 0,049): B rpymnmne
6e3 JIT' npeobaganu MauueHThl, OLIEHKA Y KOTOPBIX CO-
ctapisuia 2—3 6anna (31 u 60 %), B rpyrire ¢ yMepeHHOM
JIT — 3 6ana (56 %). HanbGonbiryio nomio (41 %) B rpyrie
¢ Tsexenoit JIT mpencraBuiyv MaiyMeHThl, OLIEHKA I10 1IKa-
jse mMRC y koTopbix cocTtaBisiia 4 6amia. [1okazarenu
myabcokcnMeTprn 1 TOH Takske oKa3annch COMPSKeHBI
¢ HatmymeM U Tsekectoio JIT. OTMedeHa TEHIEHIIMS K CHU-
xenuio yposHs SpO, B okoe (p = 0,160) 1 3HaunMOe CHU-
XeHue — rocJie BbinonHeHus 6-MIIT: Me SpO, nocne hu-
sugeckoit Harpy3ku (PH) B rpymmax 6e3 JIT', ¢ yMepeHHOI
n tsexesoii JIT cocrasuna 88, 83 u 80 % cooTBeTCTBEHHO
(p = 0,004), HapacTtaia u cTeleHb aecaTypauuu — oT 7 %
B rpyrre 6e3 JII 1o 12 % — B rpyTme naiyueHTOB C TSDKeIoM
JIT (p = 0,002). OT™MeueHa TeHICHUMS K YMEHBIICHUIO
MPOIIEHHON TUCTAHLINY TTpY BeIMoaHeHnu 6-M T, ox-
HaKO MEXTPYIINOBbIE Pa3INyrs HE TOCTUIJIM CTaTUCTH-
yeckoii 3Haunmoctu (p = 0,256). INokasarean razoBoro
cocTaBa apTepraTbHOM KPOBH, M3MEPEHHEIE B TTOKOE, OCTa-
BaJIMCh COTIOCTAaBUMBIMU MEXIY IPYITIIaMU.

3aKoHOMepHbIE M Hanboiee BhIpaXKEHHbBIE Pa3TINIus
oOHapyxeHbI pu aHanu3e IxoKI'-mapamerpos. [ToMmrmo
CIJIA, no koTopoMy MpOBOAWIOCH pa3nejeHue Ha TpyIi-
Tbl, 3HAYMMO pasnuyanuck S_ (13,5; 16,0 u 19,5 cm? co-
otBeTcTBeHHO; p < 0,001), cpennuit nuametp ITXK (3,75;
3,90 u 4,15 cMm, p < 0,001) 1 uHTErpaJILHBIN TTOKa3aTeNb
IT2KAC TAPSE / CIJIA (0,697; 0,477 1 0,317, p < 0,001).
AbcomotHbie 3HaueHUs TAPSE B mccenyeMbIx rpyrimnax
He pasauyanuck (p = 0,941), Tak ke, Kak U hpakiysi Bbl-
o6poca JIZK, nmeBias 1uiib TEHASHIAIO K HEOOIbIIIOMY
cHkeHuto (p = 0,053).

CTaTUCTUYECKU 3HAYNMBIX MEXKTPYIITIOBBIX Pa3Iunynii
nokazareseit @B/, sxiroyasgs GXKEJT, ODPB: 1 ux cootHO-

wenue (PXKEJ / ODB,), OET, OOJI u DL (xak abco-

JIIOTHBIE, TaK U %Hm_) He MpoAeMOHCTpUpoBaHO. O0beEM

MopakeHUsI JIeTOYHOU nmapeHXuMbI 1o gfaHHbIM KTBP

Tak:ke OBLT COIMOCTaBUM Bo Beex rpyrmax (p = 0,108).
ITpu ouenke nmorpedHocty B JIKT cymiecTBeHHBIX pa3-

JIMYUii TIo foJie mauueHToB, nojaydaBiux JIKT Ha Mo-

MEHT TOCTIMTAIN3alliN, He BeIsiBIeHO (p = 0,132), omHako

MMPOAOJIKUTETLHOCTD Tepanuy pa3nudanach (p = 0,027).

B rpynne c Tskenoit JIT oTMedyeHO yBeaIMYeHUE NOIU

6onbHEIX, moaydaromux JKT > 1 roga: 46 % vs 14 %

u 13 % B rpynmax 6e3 JIT' u ¢ ymepenHoii JII' cooTrBeT-

CTBEHHO.

Takum obpa3zom, hopMUpOBaHUE U MTPOTrPeCcCUpPoBa-
Hue JIT' y maumnentoB ¢ MJI® acconumpoBaHo ¢ Hapa-
CTaHHWEM YaCTOTHI CepAeYHO-COCYINCTHIX OCTOXKHEHMI
n XCH, yxymmeHnueM (pyHKIMOHAJIBHOTO CTaTyca, boyee
BbIpaxkeHHOM gecatypauneit mpu ®H, nunaranumeitr ITIT
u IT2K, a Takke yxynumenueM [TKAC npu orcyTcTBUmn
3HAYNMBIX U3MEHECHUN CITMPOMETPUIECKUX U JIETOYHO-
00BEMHBIX MTOKa3aTesel.

C 1L1eJ1bI0 OLIEHKM JMarHOCTUYECKON 3HAUMMOCTU He-
WHBa3UBHBIX (PYHKIIMOHATBHBIX ITOKa3aTeJIeil ObLT Mpo-
BeneH ROC-ananm3 mist BersiBieHus Tsokenoit JIT (CIJIA
> 60 MM pr. cT.) y nauueHToB ¢ MUJID. B kauecTse mno-
TeHUMAIbHBIX MPEIUKTOPOB paccMaTPUBAIUCh CTEIIEHb
Jecatypauuu 1pu BbinoaHenuu 6-MIIT, SpO, nocne
®H (mocne 6-MIIT) u DL _:

* IMPOIEMOHCTPUPOBAH HAWIYYIINI OalaHC TUAarHO-
CTUYECKUX XapaKTepUCTUK CTENEHU AecaTypalliu:
wromaas noa ROC-kpusoit (AUC) cocrasuna 0,721
(p = 0,005). ITpu moporoBoM 3HaueHuu > 9 % 4yyB-
CTBUTENbHOCTD gocturia 80,0 %, crenndrudHOCTb —
64,1 %. DTOT NIOKa3aTe b MOXKET PACCMaTPUBATHCST Kak
HanboJjiee MepCIeKTUBHBIN CKPUHUHTOBBIN MapKep
tskenoit JIT (puc. 1A).

* MOKa3aHa OTpaHWYCHHAs TUCKPUMWHAIIMOHHAS
cnocobHocTs SpO2 mocae 6-MIIT: AUC = 0,660
(p = 0,045). Ong opora < 85 % 4yBCTBUTEIHHOCTh
cocraBuiaa 73,3 %, cneunduaHocts — 59,0 %. lan-
HBIU IMapaMeTp MOXET CIYXUTh JOIMOJHUTEIbHBIM
kputepueM (puc. 1B).

*+ mokasareab DL, He MO3BOIMI HAaIeXHO pa3jiu-
YUTh NalMeHTOB ¢ TsKeaou JII' m 0e3 TtakoBoit
(AUC = 0,504; p = 0,959). IIpu TouKe OTCCYCHUS
< 15,2 Mi1 / MUH / MM PT. CT. YYBCTBUTEIbHOCTb 10-
crurana 100 %, ogHako crienupUIHOCTh OKa3ajach
KpaiiHe HU3KO — 8,8 %, uTo menaer mokasaTesib He-
MPUTOIHBIM JUISI CKpUHUHTA TsiKeaou JIT.

Takum o6pasoM, y maumeHToB ¢ MJID crereHs geca-
Typauuu > 9 % siBsieTcst Haubosiee HaaeKHbIM CKPUHWH-
TOBBIM MPU3HAKOM Tskesnoil JIT' (4yBCTBUTENIBHOCTh —
80 %, cneuuduyHocTs — 64 %). JlulaM, y KOTOPBIX
necatypaiysi J0CTUraeT yKazaHHOIo Mopora, moKa3aHo
nposenenne OxoKI' wis Bepudukanmm auardosa. SpO,
mociie ®H MoxxeT MpUMEHSIThCS KaK BCITOMOTaTeIbHBII
KpUTEepHHi, Toraa Kak DL, caMOCTOATEIbHOM TMAarHOCTH -
YECKON LIEHHOCTH B OTHOILIEHUM Tsikesoi JIT' He umeer.

JIIst OlleHKM BKJIaJa KIMHUKO-(YHKIIMOHATBHBIX
1 MHCTPYMEHTAIBHBIX TTOKa3aTeliell B BEpOSITHOCTh Ha-
nuust Tsekenoi JIT (CIAJIA > 60 M pT. ¢T.) ObLI IIpOBe-
JIeH 0AHO(AaKTOPHBIN JOIMCTUUECKUI PErpecCUOHHbIN
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Puc. 1. OueHka IMarHoCTHYECKO# LIeHHOCTH: A — ypoBHs necatypauuu; B — SpO, mocyie 6-MMHYTHOTO IIaroBOTro TecTa 1o pesysibratam ROC-

aHajiu3a (BbIHBJ'ICHI/IC TSIKEJIOM JIETOYHOM FI/Il'leTCHC}V[I/I)

IMpumeuanue: AUC (Area Under the Curve) — Tiomanb 1o KpUBOU 3aBUCMMOCTH KOHIIGHTpAIMU JICKApCTBEHHOTO Tpernapara B Ijia3Me KPOBU OT Bpe-
menu; ROC-ananus (Receiver Operating Characteristic) — CTATUCTUUYECKUI METOJL U151 OLIEHKY TOYHOCTH AUATHOCTUYECKUX TecTOB; 6-MIIT — 6-MUHYTHBII

maroBblii Tect; SpO, — caTypauus KPOBU KUCIOPOIOM.

Figure 1. Assessment of diagnostic value: A, desaturation level; B, SpO, after a 6-minute walk test based on the results of ROC-analysis (detection

of severe pulmonary hypertension)

aHanu3 (Tabj. 2). B kauecTBe MOTEeHUMAIbHBIX TPEAUKTO-

POB pacCMaTPHUBAINCh AeMOorpadpuiecKre, KIMHIIECKIE,

(pyHKIIMOHATBHBIC K MTHCTPYMEHTAIBHBIC XapaKTePUCTH-

ku. O ¢ 95%-mu JIN nipencTaBieHbl JUIsl KAXIOM Tie-

PEMEHHOI1; s KOJIWYECTBEHHbBIX MoKazaTeneit apdekr

OLEeHUBAJICS Ha enuHuULy uamepenus (1 %, 1 6ani, 1 rox,

1 M / MWH / MM PT. CT.), JUISI OMHAPHBIX TIPEIUKTOPOB

pedepeHTHOI KaTeropreil BEICTYMNAJl IToKa3aTelb «OT-

CYTCTBME MPU3HAKA».

ITo maHHBIM OMHO(AKTOPHOTO aHAIN3a CTATUCTUYC-
CKM 3HAYMMYIO CBSI3b ¢ Tskenoii JII' mpomeMoHCTpUpo-
BaJIA CJICMYIOIINE TIPEIUKTOPHI:

* MpU HAJIUYUU CEPAEUYHO-COCYIMCTHIX KaTacTpod
B aHaMHe3€ ITaHCHhl YBEJIMYMBAJIMCh Oojiee 4yeM
B 3,8 paza (O — 3,861; 95%-ubtit AN — 1,545—
10,638; p = 0,006);

* npu Hanuuuu XCH 1maHchl Takxke YBEIUYMBaIUCh
6oitee yeM B 3,8 pasa (OLL — 3,831; 95%-wubniit AN —
1,563—10,101; p = 0,005);

* CTeleHb Jecarypaluu npu BeinoaHeHun 6-MIIT:
KaXIbI NOTIOJHUTENbHBIMA IIPOLIEHT AecaTypalun
COMPOBOXIAJICS BO3pacTaHMEM IIaHCOB Ha 16,3 %
(O — 1,163; 95%-ub1it U — 1,04—1,313; p=0,010);

*  BBIpaXX€HHOCTb OJBIIIKHY 110 mKaje mMRC: npu me-
pexone Ha KaXXIblii ceayonii 0al IaHChl TSKe-
qoit JIT ynBausanmucs (O — 1,995; 95%-ubiit AU —
1,046—3,991; p = 0,042);

*  00beM NOpaKEHMS JISTOYHOM MapEeHXUMBI 110 TaHHBIM
KTBP OI'K: Ha KaxabIii TPpOLIEHT YBEJIUUECHUS TTopa-
>KEHUSI IIaHChl Bo3pacTanu Ha 2,6 % (O — 1,026;
95%-ubrit I — 1,003—1,053; p = 0,032);

*  mmTenbHOCTh JIKT (Tomsl): KaXmblii TOIMOJTHUTEIb-
HBII TOI Tepanuu yBeJIMYMBaJ IaHCchl TseKenoi JIT

Ha 84,9 % (OL — 1,849; 95%-ub1ii AN — 1,209—

3,024; p = 0,008).

INoxazana morpaHngHas 3HaYUMOCTh SpO:2 mocie ®H
(6-MUIT) c TeHaeHIIMEN K CHUXKEHMIO IIIAHCOB TSIKETOM
JIT na 7 % nipu noseimwenuun SpO2 Ha 1 % (O — 0,929;
95%-werit AN — 0,855—1,007; p = 0,077). He mocturim
CTAaTUCTUYECKON 3HAYMMOCTHU TaKue MPEAUKTOPHI, KaK
WHAEeKC KomopoumHoctr YapiicoHa, Hanuyue nHobapKTa
MUOKapza B aHaMHe3se, (¢pakuus Bbiopoca JIK, DL
(abCOJTIOTHBIE 3HAYEHUST), BO3PACT U MYKCKOM MoJ (Bce
p > 0,05).

B cBs131 ¢ orpaHUYEHHBIM YHCIIOM MCXOIOB (27 ciryda-
eB TskeJioit JII) 1 BHICOKMM pUCKOM MepeoOydeHus Mojie-
JI MHOTO(DaKTOPHBII aHaI13 ObIT BRITIOJIHEH B (hopmate
COKpaIIleHHOI perpeccuu, Kyaa BOIILIHN CTEIIeHb ecaTy-
paumu ripu BeinosiHeHun 6-M I T u jymmrensHocts AKT.
EnuHCTBEHHBIM HE3aBMCUMBIM MPEAMKTOPOM TSIXKEIOM
JIT B 3TOI1 MOIIENIM OCTAIaCh CTETIeHb IeCcaTypalvu: Kax-
ITBIH TIPOLIEHT YBEJTMICHUS JeCcaTyPaLK ITOBBIIIAT IITAHCHI
tsexesoit JIT na 23,7 % (OLL — 1,237; 95%-ub1it U —
1,086—1,437; p = 0,003) (puc. 2). JnurenpHocts JKT
yTpaThiia CTaTUCTUYECKYIo 3HauuMocTh (OLL — 1,608;
95%-ub1it IV — 0,845—3,078; p = 0,130), uT0, BEpOSITHO,
CBSI3aHO C MaJIbIM YMCJIOM HaOJIOASHUI U KOoppesiuuein
C TSKECTBIO UCXOTHOM I'MITOKCEMUU.

ITo naHHBIM PerpecCMOHHOTO aHaIM3a ITOITBEPKIeHA
BBICOKAst MHPOPMATUBHOCTH Aecatypaumu mpu @H kak
HE3aBHCHMOTO MapKepa, aCCOIMUPOBAHHOTO ¢ HATUINEM
tskenoit JIT y maumenroB ¢ MJID (cm. puc. 2). Cpeaun
KJIMHWYECKNUX XapaKTEPUCTUK HAMOOJIBIINIA BeC MMEITN
aHaMHe3 CepIeYHO-CcOCyIUCThIX KatacTpod n XCH, uro
TMOMYEPKUBAET BKJIA KAPIUOBACKYISIPHON KOMOPOWIHO-
ctu B hopmupoBaHue Tskenoi JIT.
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Tpowruna A.A. u dp. TIpenUKTOPDI TSKEJIOM JIETOUHOM TMIIEPTEH3MHU Y MALMEHTOB C MAMONATUUECKUM JIETOUHBIM (GUOpo30M

Tabauua 2

Oonoaxmopnslii a02ucmu4eckull pe2peccuoHHbL AHAAU3 0451 BbLAGACHUS MANCEAOU Ae20MHOU 2UNepMeH3Uul
(cucmoauueckoe oasaenue é ae2ounoll apmepuu > 60 mm pm. cm.)

Table 2

Univariate logistic regression analysis for detection of severe pulmonary hypertension (pulmonary artery systolic

MpeankTop

pressure > 60 mmHg)

OnHOGhaKTOPHbIM NOTMCTUYECKNI PErpeCcCUOHHBIN aHanu3
(BbIsiBneHue Tsukenoi JIM (CAJIA 2 60 mm pr. cT.))

Hanuume ceppeyHo-cocyancThbix katacTpod
Hanuune XCH

YpoBeHb Aecatypauuv npy BbinonHeruu 6-MLUT, %
Sp0, nocrie 6-MLUT

mMRC

WHpaekc YapncoHa, 6ann

Hannune OUM

®B X, %

DLgy

Bospacr, net

M1 [ MUH | MM pT. CT.

06bem nopaxeHus Nero4Hol napeHxumbl no AaHHbIM KTBP OTK, %
OKT, anuTenbHoCTb, rofbl

My>xckoit non

OLL (95%-Hblit ) | p-value
3,861 (1,545-10,638) 0,006
3,831 (1,563-10,101) 0,005
1,163 (1,04-1,313) 0,010
0,929 (0,855-1,007) 0,077
1,995 (1,046-3,991) 0,042
1,014 (0,830-1,227) 0,886
2,053 (0,740-5,435) 0,153
0,971 (0,905-1,049) 0,414
0,978 (0,869-1,082) 0,690
0,983 (0,938-1,031) 0,465
1,026 (1,003-1,053) 0,032
1,849 (1,209-3,024) 0,008
0,903 (0,379-2,205) 0,819

Mpumevanve: N - neroyxas runeprenaus; CANA - cuctonneckoe faeneHve B nerodHoit aptepum; OLL - oTHoweHve wanco; [ - noBepuTenbHbli nHtepsan; 6-MLUT — 6-MUHyTHbI WaroBbiil
Tect; SpO, - catypauws kposu kvcnopopom; mMRC (modified Medical Research Council dyspnea scale) - kana MoRMQUUMPOBAHHOTO OMPOCHKKa BpHTAHCKOTO MEAVLMHCKOTO HecnenoBaTerb-
ckoro coeta; OVM ~ ocTpeiit uHdhapkT Mokapa; ®B -~ dpakuya Buibpoca; DK — nesbiit xenynovek; DL, — auddyavorras cnocoBHOCTb Nerkux no MoHookcuzy yrmepoga; KTBP ~ komnbiotep-
Has Tomorpadust BIcOKoro paspeLuenns;; OTK — opranbl rpyaHoit knetku; OKT — anuTenbHas kucnoposotepanus.

Puc. 2. MHorodakTopHas J1oru-
CTUYECcKasl perpeccusi: BbIsIBICHUE

OnutensHoctb OKT, rogs! " o

[lecarypauus
npv BbinonHeHuu 6-MLLT, %

—@— p=0003

08 15

ow

O6ecyxnenue

IIpoBeneHHOE B POCCUMCKON TMOMYASALUNA UCCIET0-
BaHUe ¢ yyactueM namnueHToB ¢ MJID BrnepBbie OBIIO
cokycupoBaHo Ha Tpymire quil ¢ Tsekenoit JIT (COJIA
> 60 MM pr. cT.). [IpOoneMOHCTPUPOBAHO, YTO UMEHHO 3Ta
KaTeropus xapakTepusyeTcsl Hanbosee BhIpaXkKeHHBIMU
CTPYKTYPHO-(PYHKIIMOHAJBHBIMUA U3MEHEHUSIMHA TIpa-
BBIX OTIEJIOB Cepama, TsKesaolt mecarypanueit mpu @H
U BBICOKOM KOMOPOUIHOCThIO. CTEeIeHb AecaTypanuu
npu BeimosiHeHun 6-MIIT > 9 % okasanack HanboJsee
HaIeXXHBIM HEMHBA3UBHBIM MapKepOM [IJIST BEISIBJICHUS
skenoit JIT'; Takke o mepe Hapactanust CJJIA mpo-
IEeMOHCTPUPOBAHO BBIPAXEHHOE CHMXXEHME MHIEeKca
TAPSE / CIJIA, xoTopslii oTpaxkaeT HapyiieHue [TAKAC.

p=0,130 TSKEJION JIETOUHOH TMIIePTEH3UU

(cUCTOMMYECKOE AaBJICHUE B JIETOY-
HOI1 aprepun > 60 MM pT. CT.)
[Tpumeuanue: KT — nnurtenpHas
Kkucioponorepanust; 6-MIIT —
6-MUHYTHBII 11arosbiit Tect; OLL —
OTHOLIECHUE ILIAHCOB.

Figure 2. Multivariate logistic re-
gression: detection of severe pulmo-
nary hypertension (pulmonary ar-

tery systolic pressure > 60 mmHg)

2,0 3,0

B Hacrosmieil paboTe MCIOIb30BaHbI 2 KITIOUEBBIX
nopora CJIJIA:

* BO-TIEPBBIX, pasnaesieHue Ha rpynmnbl 6e3 JIT (< 35 mm
pT. CT.), C yMepeHHoI (35—59 MM PT. CT.) U TsiKeaok
(> 60 MM pt. ct.) JIT Gazupyercs Ha NAHHBIX IEWCT-
BYIOILIMX POCCUMCKMX KIMHUYECKUX PEKOMEHIALIMA
(2024), cornacHo koTopsiM CIIJIA > 35 MM pT. CT. co-
OTBETCTBYET «BbICOKOI BeposiTHocTU» JIT [7]. ITopor
> 35 MM pT. CT. KIMHUYECKH 3HAUMM, T. K. TTO JaH-
HbeIM J. H. Huston et al., naxxe «msrkast» JIT' (35—40 mm
PT. CT.) acCCOLMUPYETCS C 2-KpaTHBIM TMOBBIIIEHUEM
pucka cmeptu (oTHocuTeabHbIl puck (OP) — 2,12;
95%-ubiit 1IN — 1,42—3,15) 1 CHIKEHUEM CUCTOJINYE-
ckoii pynkunm 12K 1o cpaBHenmio ¢ imuamu ¢ CIJTA
<30 MM pT. cT. [17];
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*  BO-BTOpBIX, Topor CJIJIA > 60 MM pT. CT. UCIIOJIb30BaH
st uaeHTUuKauum Tsekeaoi JIT.

B pabote P Merlos et al. y malleHTOB C OCTPOU cepaed-
HOW HeZ0CTaTOYHOCTHIO TOJIbKO CIIJIA > 60 MM pT. CT. s1B-
JislIach HE3aBUCUMBIM MPEAUKTOPOM |-TOAUYHON CMepT-
Hoctu (O — 2,56; 95%-uwiit W — 1,05—6,22), Torna
Kak yMepeHHas u jerkas JII' He mocTuraau mporHoCTU-
yeckoit 3HaunMmoctu [18]. B uccnenosanum S. Bax et al.
¢ yuyactueM nauueHToB ¢ M3JI cucronumueckoe nasie-
Hue B 12K, no nanubsiM DxoKT', skBuBaneHTHOe CIJIA,
> 64 MM PT. CT. CIIyXXUT CAMOCTOSITEIbHBIM KPUTEPUEM
skenoit JIT [19]. ITo pe3yapTaTam 3T0it pabOTHI Ha KO-
ropte nmauueHToB ¢ M3JI moarBep:kaeHa 000CHOBAaHHOCTh
BeIOpaHHOTO Mopora CIJIA > 60 MM pPT. CT., KOTOPBIi
C YYETOM HEOOJIBIIION BRIOOPKY ITO3BOJIMII CIEIaTh aHAIN3
CTaTUCTUYECKU 00JIee YCTOMIMBBIM.

Pacnipoctpanennocts JIT' B o6ciienyemMoit koropre
(71 % nipu mopore CIJIA > 35 MM PT. CT.) IpPEBLIILIAET
ITOKa3aTesIi OOJIBITMHCTBA SMUACMUOJIOTTICCKIX padoT,
4YTO 0OBSICHSIETCS TIpeobianaHueM MalMEeHTOB C TIXe-
JieiM TedeHreM MJID B ycioBHsIX crieinaan3upoBaHHOTO
crauuvoHapa. B peructpe eurl PFreg yactota JII' mo naH-
HbiM KITOC cocrasuna 14,2 %, o DxoKI'-kputepusm —
27,1 %, a nanuuue JII' accounnpoBanoch ¢ AByKPaTHbIM
noBbIieHeM prcka cMepTt (OP — 2,03; 95%-nbnit AU —
1,42—2,90) [20]. ITo maHHBIM (DpaHIy3CKOTO HAI[UO-
HanbHOro peructpa HYPID Z[J'[ACpA nmocturaio 40,7 =
9,1 MM pT. CcT., Me BbIKBaeMOCTH Oe3 TpaHCIIaHTAa-
uuu — 17 Mec., mpuyem rokasareyu (PyHKIMOHATbHOTO
KJj1acca, IUCTAaHLIMM MpU BeinojaHeHun 6-MIIT u jgerou-
HOTO COCYIMCTOTO COITPOTUBIICHUS SIBJISIINCH HE3aBUCH -
MBIMM TIIpEAUKTOpaMU cMepTH [21], 4TO momuepKuBaeT
MPOrHOCTUYECKYIO 3HAUMMOCTh UMEHHO Tsixkenoit JIT .
B KpyITHOM peTpOCIIEKTUBHOM aHaJIM3¢ TOCIUTAIN3a-
uwnii B CIIA (National Inpatient Sample) wactora JIT nipu
WNJI® cocraBuna 26,6 % — GoJiee BLICOKUIA MOKa3aTeb
BoIsiBiIeH y vl ¢ XCH u kjlanaHHbIMU TIopokamu [22].
B nonynsiuuonHom uccienoBanuu (6aza CPRD, Benu-
KOOpuTaHus) pacrpoctpaHeHHOCTh JIT', acconmupoBaH-
Hoit ¢ M3J1, — 36 Ha 1 mutH B3pocioro HaceneHus [23].
ITo naHHBIM POCCUIICKOTO perucTpa, OXBaThIBAIOIIETO
> 1 000 6oapHBIX UJID 13 72 pernoHOB, KOMOPOUTHAS
natojiorust BeisiBisiercs y 90,3 % nauuentos, npuuem JIT
PETUCTPUPYETCS KaK OIHO M3 HanbOoJIee YaCThIX COITYTCT-
BYIOIIMX cocTostHUI [10], 4TO MomuepKMBaeT BBICOKYIO
AKTyaJIbHOCTh TTPOOJIEMBI IJTSI OT€Y€CTBEHHOM OIS
1 HeOOXOIMMOCTh BHEIPEHUS TIPOCTHIX CKPMHIHTOBBIX
aJITOPUTMOB.

B moucke npocToro CKpUHMHIOBOTO MHCTPYMEHTA
YCTaHOBJICHO, YTO HanboJiee CMIIbHBIM M He3aBUCHMBIM
MIpeauKTOpoM Tskestoii JII' B TIpencTaBIeHHOM UCCTIeO-
BaHWMU 0Ka3aJIaCh CTETICHb IeCaTypalliy ITPY BBITIOJTHEHUH
6-MILT. B cokpaliieHHOI MHOTO(GAKTOPHOM Moaean
KaXXIbIi TOMOJHUTEILHBIN MPOLEHT AecaTypalny Io-
BbILIAN maHCckl Tsekenoi JII Ha 23,7 % (p = 0,003), a npu
nopore > 9 % 4yBcTBUTENbHOCTH cocTaBuia 80 %, cre-
unuduaHocTh — 64 %. JlaHHBI pe3yabTaT MOJHOCTHIO
coTJIacyeTcs C KJIIoUeBOi MaTo(PU3MOIOTNIeCKON POJIbIO
TUTTOKCEMUIECKOM Ba30KOHCTPUKIINH U TIOCIICIYIOIIETO
PEMOIETMPOBAHHUS JISTOYHBIX COCYIOB B IIPOIPEeCCUPO-
BaHuu JIT'. UMeHHO 3TOT MeXaHU3M OOBSICHSIET, MOYeMy

cuuxkenue SpO, npu @H TecHO CONMpPSXKEHO C POCTOM
aBJICHUS B JIETOYHOM apTepUU, YTO HAXOIUT MTOATBEP-
XKIeHWE U B Apyrux padorax. Taxk, S.D.Nathan et al. ot-
Me4€eHo, 4To MuHMMasbHas SpO, B xone 6-MIT Bouwuta
B niporHoctuyeckyio monueib FORD nHapsiny ¢ @XKEJT /
DL, (%) n npoiinenHoii nucranuueit (AUC = 0,75
B oOyyaromeii Beidopke) [24]. B mpeacrasiaeHHOIT pado-
Te mo naHHbIM ROC-ananu3a 1 mmokasaTtenst — CTeleH!
necarypaiuu — BbisgBiaeHa AUC 0,721, 9yTo conocTaBu-
MO ¢ MHOTO(AKTOPHBIMUA MOIEISIMU U TTOAIEPXKUBACT
HCITOJIb30BaHUE 3TOTO ITapaMeTpa KaK IMPOCTOTO CKPH-
HUHTOBOIro MHCTpyMeHTa. Y nauueHToB ¢ UMD nyumreit
Mozenbio B moarpymnmne ¢ JIT Takxke okazajacsi MHAEKC
FORD (AUC —0,817) [25], a npu UCTIOJIb30BAHUY MHO-
TOKOMIIOHEHTHOTO MHCTpYMeHTa obHapyxxeHus JIT' mpu
M3J1, Bkmoyarontero 8 napamerpos (6-MILT, DL,
BNP u np.), AUC nocturana 0,921, ogHako npu 3ToM
TpedyeTcs KOMIUIEKCHast oLeHKa [26]. Hecmotpst Ha Gosiee
BBICOKYIO TOYHOCTD CJIOXKHBIX IIIKAJI, TTOTyIeHHBIC TaH-
HBIE TTO3BOJISTIOT PEKOMEHIOBATh CTEIIEHD IecaTypaliu
KaK MUHUMAaJIbHO JOCTATOUYHBIN KpUTEpUil IJist oTOopa
MaIMEeHTOB Ha SKCIIEPTHOE J000CIeIOBaHUE.

B rpynmne tsixenoit JIT' HaGaronanach aujaataius
I1I1, yBenuueHnue cpegHero auametpa 12K u peskoe
cHmxeHue unnekca TAPSE / CIJIA npu HoOpManbHBIX
abcomotHbiX 3HaueHUsX TAPSE. Oto kiaccuueckuii
denomen napymenus [TXKAC (RV-PA uncoupling) —
HECOOTBETCTBUS MEXIY COKPAaTUTEIbHOM CITOCOOHO-
ctbio 12K 1 Bo3pociieit moctHarpy3koii. B coorBeTcTBUM
C €BpPOINENUCKMMHU U POCCUNCKMMHU PEKOMEHIALIUSIMU
rmomuepkuBaeTcs eHHocTh nHaekca TAPSE / CIJIA
s crpatudukannm Tsokectu JIT [7, 15]. S.D.B.Cobra
et al. oOHapyXeHO CHUXXEeHUE MPOA0JbHOI AedopMa-
uuu cBodbonHoi creHku 12K mpu HopmanbHbix TAPSE
1 TTUKOBOM CHCTOJIMYCCKOM CKOPOCTH IBMKCHMUS JIaTe-
paibHOI YyacTu (MOPO3HOTO KOIbIa TPUKYCITUIAIh-
Horo kJamnaHa (S') y mauueHToB ¢ HeTskesbiMm UJTD
0e3 rurnokceMuu B rokoe [27], 4To yka3biBaeT Ha OoJiee
paHHME HapyIICHUSI COKPAaTUMOCTHU, HE BBHISIBIISIEMBIC
CTaHAAPTHBIMU TTOKA3aTEISIMH.

B mikany, pazpadortaHnyio S.Bax et al., BKIIIOUEHBI
nonojHuTeabHble OXoKI-nipu3Haku pemoaeaupona-
HU — S, uHAeKC KcueHTpuaHoctr JIK, npu sTom or-
MEUEHO ITOBBIIICHE TOUHOCTH BBISIBIICHUS Tsikeoi JIT
JIaXXe B OTCYTCTBUE U3MEPUMOM TPUKYCITMIAJIbHOUN pe-
ryprutauuu [19]. braromapst monydyeHHbIM pe3yabTaTam
MMoATBepaAniIoCch, uTo onieHka TAPSE 6e3 yuera CIJIA
HeIOCTaTOUYHO MH(pOpMAaTUBHA IJIsI XapaKTePpUCTUKHU
ITXK-muchynkuum y nanmentoB ¢ UJI® u tsoxenoii JIT,
torna kak nHaekc TAPSE / CIJTA, BeIpaXkeHHO CHMKa-
scb o Mepe Hapactanust CIIJIA, oTpaxaer HapylIeHUe
TT2KAC u no3BoJisieT 00Jiee MOJTHO OLIEHUTD aJariTalunio
IT2K x mocTHarpy3ske.

Wnpekc komopobuaHocTr YapsacoHa u yacToTa cep-
JIEUHO-COCYINCTHIX COOBITUI HapacTalu MapajjiecIbHO
Tskectu JIIT', cormnacysich ¢ U3BECTHBIM HEOJIaronpusiTHbIM
BJIMSIHUEM KapAUOBACKY/ISIPHOM MAaTOJIOIMU U KOMOUHU -
POBaHHOTO TIpe-, MOCTKAMMJUISIPHOTO IIPOMUIIST Ha TIPO-
rao3 mpu UJI® [28, 29]. JnmuTenbHOCTh KUCIOPOIOTE-
panuu accouuupoBaiach ¢ Tsokeaon JII': ¢ KaxabiM 10-
MOJTHUTEILHBIM TOJIOM LIAHCHI YBEIMYMBaIuCh Ha 84,9 %
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Tpowruna A.A. u dp. TIpenUKTOPDI TSKEJIOM JIETOUHOM TMIIEPTEH3MHU Y MALMEHTOB C MAMONATUUECKUM JIETOUHBIM (GUOpo30M

(OI — 1,849; 95%-nwiit AN — 1,209—3,024; p = 0,008).
[TomyyeHHast BpeMEHHASI 3aBUCUMOCTb XOPOIIIO COTJIacy-
€TCSI C U3BECTHBIM TEMITOM eXerofHoro rnpupocra IJIA |
npuMepHo Ha 3,8 MM pT. cT. [30], momuepKuBas ornpese-
JISIIOIILYIO POJIb MPOIOJIKUTEIbHOTO TUITOKCEMUUECKOTO
BO3JICMICTBUSI B MPOTPECCUPOBAHUM COCYUCTOTO KOM-
noHeHTa JIT'.

ITo nanHbIM onHO(akTOpHOTO aHanusa DL (B aGco-
JIIOTHBIX AMHUILIAX) HE MPOAEMOHCTPUPOBAHO CBSI3U C TSI~
sxenoit JIT (O — 0,978; 95%-ubiii I — 0,869—1,082;
= 0,690) 11 OH He OBbLT BKITIOUEH B MHOTO(AKTOPHYIO MO-
nenb. ITo pesyabsratam ROC-aHann3a moaTBepKaeHa ero
HeuH(pOPMaTUBHOCTh B oTHOWeHUU Tsekenoi JII' (AUC =
0,504; p =0,959), uto cornacyetcst c MHeHUeM S. D. Nathan
et al. 06 orpaHMYEHHON TUCKPUMHMHAIIMOHHON CII0CO0-
HOCTH M30JIMPOBAHHOTO TTOKA3aTe s M 11eJ1eCO00pa3HOCTH
€ro UCIO0JIb30BaHs B KOMOMHALIMY C APYTUMMU MapaMeT-
pamu, HafipuMmep, B Moaeau FORD [24].

[MonydeHHBIE pe3yIbTaThl COTJIACYIOTCS C PEKOMEH-
naumsimu Delphi-koHceHcyca o ckpuHuHTe JIT ipu neca-
Typauuu 1pu BeinoaHennu 6-MIUT, chuwxenuu DL,
YMEHBIIIEHUW TUCTAHIIMU W TTOBBIIIEHUN HATPUIAYPETH-
yeckux nentuaoB [31]. [Tpeanaraemblii aIrOpuT™M — Ha-
npasieHne Ha DxoKI ¢ onenkoit TAPSE / CIJIA npu
necatypauuu > 9 % — npocT U TOCTYIIEH )i PyTUHHOM
pakTUKU. MIcrioib30BaHre MaIIMHHOTO O0YYeHMST 1 HEl-
poceteii (AUC < 0,971) MOXeT TOTIOTHUTD KIIMHUYECKYIO
OLIEHKY, HO TpeOyeTcs Banugamnus [32, 33].

Ocpanuyenus uccaedosanuss. OCHOBHBIM OrpaHUYEHU -
€M SIBJISICTCSI OTCYTCTBUE MHBAa3MBHOM Bepudukamuu JIT
MetonoMm KITOC. Ogxako mopor CIJIA > 35 MM pT. CT.
COOTBETCTBYET BbICOKOI BeposiTHOCTU JII' 1o neiicTBy-
IOLIMM PEKOMEHAAIIMUSM, a ITopor > 60 MM PT. CT. C BbI-
COKOM J10JIE YBEpPEHHOCTH YKa3bIBa€T HA HAaJIMUME Te-
MonuHaMudecku 3Hauumoit JIT'. Kpome Toro, B aHaiu3
He BKJIIoYauch Takue ouomapkepbl, Kak NT-proBNP,
KOTOphbIe, Kak nmoka3zaHo B peructpe HYPID u npyrux
paboTax, SIBISIOTCS BaXXHBIMH TTPEIUKTOPAMU IIPOTHO-
3a [21]. O6beM BBIOOPKU HE TTO3BOIII TTIOCTPOUTH PACIITH -
PEHHYI0 MHOTO(DaKTOPHYIO MOJIE/Ib U3-3a OTPAHUICHHOTO
yuciia ucxoaoB (n = 27), moTpedoBaaoCch UCMOJb30BaHUE
COKpAallleHHOI MOJIeJIU, YTO MOXKET OTpaHUYMBATh 000-
OIIICHME pe3yIbTaToOB.

3aknioyeHue

V maumentoB ¢ MO tsoxenast JIT (CJIA > 60 MM pr. cT.)
acCOLIMMPYETCS C BhIpakeHHOM aecatypauneit npu OH,
peMoeIMPOBaHKUEM MPaBbIX OTAEIOB CepAlla U Hapylle-
nuem I[TXKAC. Crenens gecarypauuu > 9 % B 6-MIIT
SIBJISICTCS TIPOCTBIM M HAIeKHBIM HEMHBA3UBHBIM Map-
KepoM JIJIst 0OTOOpa MalMeHTOB [JIsl YIJIyOJIeHHOTO o0cie-
JIoBaHUsI, B TO BpeMs KakK cHuxxeHue nnaekca TAPSE /
CIJIA otpaxaeT paHHIo10 nekoMreHcaluto 12K gaxe
ipu coxpaHHoM TAPSE. Bricokast KoMOpOUITHOCTH (cep-
nedHo-cocynuctole Karactpodnl, XCH) n qautenbHas
MOTPEOHOCTD B KUCIOPOIOTEPANTUU CIYKAT TOMOJTHUTEIb-
HBIMU (DaKTOpaMM, aCCOLIMUPOBAHHBIMMU ¢ TsiKerou JIT .
[Tony4yeHHbIe JAaHHBIE TOAAEPKUBAIOT LIEJIECO00OPA3HOCTD
perynsipHoit OxoKI-onenku ¢ pacuerom TAPSE / CIJIA
1 QYHKIMOHAIBHOTO TECTUPOBAHMSI C MYJIbCOKCUMETPH -

eil y Bcex mauueHToB ¢ MJIMD, ocobGeHHO MpU HATUIUU
BBICOKOI KOMOPOMIHOCTH W IJIUTEJIBHON MOTPEOHOCTH
B KUCJIOPO/IE.

Cnucok cokpaLyeHui

I'SPB — racrpoasodareaabHast pedIoKCHas 00JIe3Hb
JIN — noBepuTeNbHbI UHTEPBAI

JKT — pnutenbHast KUCIOPOAOTepaTUs

)Z[JTACP_ — cpelHee 1aBJeHue B JIETOUHOI apTepum

M3J1 — nHTepcTULIMATBLHBIC 320016 BaHUS JICTKIX

NJI® — namonarnyeckuii JIEroOuHbIN (Hrdpo3

MMT — uHaekc macchl Tea

WI1 — uHTepcTULIMAIbHBIC THEBMOHUU

KITOC — kareTepu3aiust IpaBBIX OTICIOB Cepalia
KTBP — xommnbloTepHas ToMmorpadust BBICOKOTO pa3pe-
LIeHUS

JIT — nerouHast runepTeH3us

JIK — neBblit xenynouek

OTI'K — opranbl rpyaHOii KJI€TKH

OEJI — o0111ast eMKOCTb JIETKMX

OUM — octpslii UHapKT MUOKapaa

OOJI — ocTaTOYHBIN 00BEM JIETKUX

O®B, — 06beM (hOPCMPOBAHHOIO BHIIOXA 3a 1-10 CEKyHIY
O — oTHOILIEHVE IIaHCOB

ITK — nmpaBblii xxeaynouek

ITXKAC — mpaBoXeIyI0uYKOBO-apTepUaTbHOE COIIPSTKEHIE
I1IT — npaBoe nipencepaue

CIJIA — cucronnyeckoe naBjeHUE B JIETOYHON apTepun
CC3 — cepneuHOo-CoCyauCThbIe 3a001eBaHUS

T®H — TonepaHTHOCTH K (DM3NUECKOM HaTpy3Ke

THO — TpoMOOIMOONIMYECKIE OCITOKHEHUS

®B — dpakuus BeIOpoca

®BJI — dyHKIIMST BHELTHETO AbIXaHUS

®XKEJT — dhopcupoBaHHast XKM3HEHHASS eMKOCTb JIETKIX
®OH — ¢usnyeckas Harpy3Ka

®OE — dyHKLMOHAIBHAS OCTAaTOYHASI EMKOCTh JIETKHMX
XCH — xpoHunueckasl cepaeuHasi HeI0CTaTOYHOCTh
DxoKI — sxokapauorpadus

6-MIIT — 6-MUHYTHBIN IIATOBBIN TECT

AUC (Area Under the Curve) — nnouaab o KpuBoi 3a-
BUCHMOCTH KOHIIEHTpAIIUM JIEKapCTBEHHOTO TIpeItapaTa
B IJ1a3Me KPOBH OT BpeMEHU

DL, — m1uddysnoHHas crocoOHOCTb JIETKKUX MO MOHO-
OKCHAy yriaepona

Me — menuaHa

mMRC (modified Medical Research Council dyspnea
scale) — mkana MonuUIIMPOBAHHOTO ONIpocHUKa bpu-
TaHCKOTO MEIMIIMHCKOI'O UCCIIeN0BaTeIbCKOIO COBETa
PaCO, — mapuuanbHOe IaBlIeHKe YIIEKUCIOro rasa B ap-
TepUaIbHOI KpOBU

PaO, — mapuunanbHOe JaBlIeHHUE KUCIOPO/Ia B apTepu-
aJIbHOM KpOBU

ROC-ananu3s (Receiver Operating Characteristic) — cta-
TUCTUIECKUI METOMI IUISI OLIEHKU TOYHOCTU TUATHOCTH-
YECKUX TECTOB

SpO, — carypauus KpoB1 KUCJIOPOIOM

S — miouanb MpaBoro npeacepans

TAPSE (Tricuspid Annular Plane Systolic Excursion) — cu-
CTOIMYecKast S9KCKYPCHUs TJIOCKOCTH KOJIbIIA TPUKYCITH -
JaJIbHOTO KJlaraHa
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CpaBHuTenbHOE nccneaoBaHne hapMaKOKUHETHKU

W hapMakoaMHamMnK1 TMOTponua dpomuaa B chopme a3po3ons
ONS UHransiuMm U NOPOLLKOBOrO MHranAaTopa y nalveHToB

C XPOHUYECKOU 0OCTPYKTUBHOU OONE3HBLIO NErKMX:

pe3ynbratbl KINMHUYECKOro nccnenoBaHus
3.PAiicanos ', H.B.Jlemenko*~*

! (DenepabHoe rocy1apcTBeHHOE ABTOHOMHOE 00PA30BATEbHOE YUpeIKTIeHie Bbiciiero 06pazosanms «Poccuiickii HAIMOHATBHbIT HCCTe0BATE bCKHI MeTHIMHCKNI
yrugeperrer mvenn H. 1. ITuporopa» Munnctepcrsa 3npasooxpanenus Poccuiickoii @enepamm: 117997, Poccust, Mocksa, yi1. OctposutsHosa, 1

' QenepanbHoe rocy apCTBEHHOE OI0KETHOE 00pA30BATE/IbHOE YUpPEIKIeHHe BhiCiiero 00pasoBanus «YpaIbCKHii 1ocyIAPCTBeHHbI MeJUIMHCKHI YHHBEDCHTET>
Munnctepeta 3apaBooxpanenust Poccmiickoii @enepamm: 620028, Poccus, Exarepundypr, yi1. Pemina, 3

3 YpanbcKuii HayqHO-HCCIeA0BATEIbCKHIT HHCTHTYT (YTH3HOMYIHMOHOIOTHH — (HITHAT (heTepaTbHOr0 ToCyIapCTBERHONO OloIKeTHOro yupexneris «HammonambHbiii
Me/IMIHHCKHIT MCC/IeioBATE bCKHil IEHT) (ITH3HOMY.IbMOHOJIOTHH 1 HH(eKIMOHHBIX 3a00/1eBanuii» MuHuctepcTsa 3apaBooxpanetns Poccuiickoii enepamn:
620039, Poccus, Exarepundypr, 22-ro ITaprebesna, 50

* (ObimecTBo ¢ orpanuyeHHoii oTBeTcTBeHHOCTHI0 «Memmmutckoe ofbemnerne “Hoast Gombrima”™»: 620109, Poccus, Exatepundypr, ya. 3aBonckas, 29

Pesome

AHTUMYCKapUHOBBII TIpeTTapaT MPOIOIKUTETTBHOTO NeUCTBUS — M -XOJIMHOOIOKATOP THOTPOTTUSI OPOMUIL B KIIMHUYECKOI TIPAKTUKE YacTO Ha3bIBa-
€TCs1 aHTUXOJMHEPTMYECKUM CPEICTBOM. BbICOKOE CPOICTBO K MyCKapUHOBBIM PELIENITOPaM U Me/UIeHHast IMCCOLIMAaLMsl 00OYCIOBINBAIOT BbIPAsKEeH-
HBII U IPOAOJIKUTEbHBIN OpOHXOAMIATUPYIONIN 2 hEKT y MalMeHTOB ¢ XPOHUUECKOI 00CTPYKTHBHOM 6ose3Hblo aerkux (XOBJI). [Ipemapartst,
B KOTOPBIX B KAU€CTBE aKTMBHOIO BELIECTBA COAECPXKUTCS THOTPOMUS OpoMui (MEXAYHAPOAHOE HEeNmaTeHTOBAaHHOE HAMMEHOBAHUE), YCIEUIHO
MPUMEHSIIOTCS B KIIMHUYECKOI MpakTUKe 0KoJI0 20 JIET, YTO MOATBEPXKAAET UX KIMHUUECKYIO 3(D(HEeKTUBHOCTb M 6e301acHOCTh. Pa3paboTaH HOBbII
CIoco0 MHTAJISILIMOHHON TOCTaBKM TUOTPOINUs OpoMuaa B (popMme A03MPOBAHHOTO a3po3oiibHOro uHraisitopa (JJAN). Leasto paboTel sBiisiiach
JIEMOHCTpALMsT Pe3y/IbTaTOB OTKPBITOrO PaHIOMU3UPOBAHHOTO MEPEKPECTHOIO CPAaBHUTEJILHOTO Ucce10BaHusl hapMaKOKMHETUKHU, GapMaKoan-
HaMUKU ¥ 0€30MaCHOCTH MPENapaToB THOTPOIUS OpOMUIA: a3PO30JTh ISl UHTAISLINIA TO3MPOBaHHBIN, 9 MKT / no3a (bponnpusa conodbapm, OO0
«I'porekc», Poccust) — mccienyemsiii nipenapar (MIT) B cpaBHeHuu ¢ rnperapatoM CrimpuBa®, Karicyjibl ¢ IMOPOIIKOM Ul MHTAISuiA 18 MKr
(Bbepunrep Murenbxaitm Muteprenttn ['moX, Iepmanust) — nipenapar cpaBHeHus (ITC). Marepuanbl U MeToabl. [Tonmysisiiiio cocTaBisiii 0ToO0-
paHHbIE B COOTBETCTBUY C KPUTEPUSIMU BKITtoUeHUS nauueHTsl (1 = 70) ¢ amarHo3oM XOBJI 1 cpenHeTsKenoi OpoHXuallbHOM 00CTpyKLIMeit (00beM
(bopcuposanHoro Bbitoxa 3a 1-10 cexyay (ODB)) no manHbIM nocTépoHxoaMIaTanonHoro Tecta — 50 % < O®B, < 80 %; cooTHOlIEHHUE MT0KA3a-
teneit OPB, / popcupoaHHast KU3HEHHAs eMKOCTB JIeTKUX < 70 %). [NaumneHTsl, pacnipeneieHHbIe Ha 2 paBHbIE TPYTIEI, MOJTydatu Tepanuio U1
u [1C. dapmakoamHaMUIecKasi SKBUBAJIEHTHOCTb OLICHUBAIACh HA OCHOBaHMHU CTaTUCTHYecKoro aHammsa (ANOVA) napaMeTpoB JIEFOYHOTO pac-
npenenenns (OPB,, mMKoBass CKOPOCTb BBIIOXa) TMOTponus Gpomuna. 3akmodenne. O6a npenapara TnoTpornus 6pomuna — MIT asposons s
WHTSLAN T03UPOBaHHBIN, 9 MKT / mo3a B opme JJAM u I1C — Karcysibl ¢ TOPOIIKOM JITsl MHTAISIIUI 18 MKT — IpU3HaHbI (hapMaKOIMHAMUYECKI
skBuBasieHTHbIMU. Y UTT B hopme TAU ycTaHOBIIEH O1aronpusITHbINA TPOdUIb 6€30MacHOCTH.

KnroueBbie ci0Ba: THOTPOTIUSI GPOMUIT, XpPOHUYECKAsT OOCTPYKTUBHAS OOJIE3HB JIETKHMX, SKBUBAJICHTHOCTD.

KondamkT uarepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.

®unancuposanue. VccnenoBanne huHaHcupoBanioch OOIIECTBOM C OTPAHMUYEHHOI OTBETCTBEHHOCTBIO «['poTeKC».

OTnyeckas skcnepruza. KimHuyeckoe ucciaenoBaHME MPOBOIMIOCH B COOTBETCTBUMM C MpaBwiamu Hamiexanieil KIMHUYECKOU MpaKTUKKU
MexnyHaponHoit KoHbEpeHLNel 0 rapMOHU3ALIMY TEXHUYECKUX TPeOOBaHMIl K perrucTpaluu dhapMaleBTUYeCKUX MPOAYKTOB, MpeTHa3HaYeH-
HBIX JUTSI IPUMEHEHUS YeJIOBEKOM, STHYECKUMU TTPUHIIUIIAMU, U3JIOXKEHHBIMUA B XeTbCUHKCKOU NeKiapanuu BceMUpHOIT MEIMIIMHCKOI acco-
unanuu (Popranesa, 2013), dupekrtuse Esponeiickoro Coiosa 2001/20/EC, TpeGoBaHUSIMK POCCUIICKOTO 3aKOHOIATeIbcTBA. [1poTOKOI KK~
Huveckoro uccienoBanust No SL_340 u mo0ble mompaBku, a Takxke Gopma MHGOOPMUPOBAHHOTO COTJIACUST OBUIM YTBEPXKIEHBI U ONOOPEHDI
peryasiTopHbIMU opraHaMu 1 COBETOM IT0 THKe IMpu MUHMCTepCTBe 3npaBooxpaHeHust Poccuiickoit @enepanuu (Bbimucka Ne 298 ot 18.01.22).
YV KaxIoro naiueHTa rmojgy4yeHo MUMCbMeHHOEe MH(OPMUPOBAHHOE COTIacke Ha MyOJIMKaLIMIO.
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Abstract

Tiotropium bromide is a long-acting antimuscarinic drug that is often referred to as an anticholinergic in clinical practice. Its high affinity for mus-
carinic receptors and slow dissociation provide a pronounced and prolonged bronchodilatory effect in patients with chronic obstructive pulmonary
disease (COPD). Medications containing tiotropium bromide (international nonproprietary name) as the active ingredient have been successfully
used in clinical practice for approximately 20 years, with their clinical efficacy and safety confirmed. A novel inhalation delivery of tiotropium bro-
mide via metered-dose inhaler (M DI) has been developed. Aim. This paper presents the results of an open-label, randomized, crossover comparative
study of the pharmacokinetics, pharmacodynamics and safety of tiotropium bromide 9 ug/dose MDI (Bronpriva solopharm, Grotex LLC, Russia)
and tiotropium bromide 18 ug dry-powder inhaler (Spiriva®, Boehringer Ingelheim International GmbH, Germany). Methods. The study enrolled
70 eligible patients with a diagnosis of COPD with moderate bronchial obstruction (forced expiratory volume in 1 second (FEV),) in the post-bron-
chodilator test: 50% < FEV, <80%; FEV, / forced vital capacity (FVC) < 70%). Patients were randomized into 2 equal groups and received therapy
with the tiotropium bromide 9 ug/dose and the tiotropium bromide 18 ug dry-powder inhaler. Pharmacodynamic equivalence was measured based
on statistical analysis (ANOVA) of pulmonary distribution parameters (FEV,, peak expiratory flow) of tiotropium bromide. Conclusion. Tiotropium
bromide 9 ug/dose MDI and tiotropium bromide 18 ug dry-powder inhaler were found to be pharmacodynamically equivalent. Tiotropium bromide
delivered via MDI has a favorable safety profile.

Key words: tiotropium bromide, chronic obstructive pulmonary disease, equivalence.
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XpoHunyeckasi o0CTpyKTHUBHas1 60Jie3Hb Jierkux (XOBJI)
TIPEICTaBIISIET CO0O0 Cepbe3HYIO MPOOJIeMY OOIIIECTBEH -
HOTO 3IpaBOOXpaHEHUsI, KOTOPYIO MOXKHO IIPeIOTBpa-
T™ATh 1 JeunThb. XOBJI aBisieTcss OCHOBHOIM MPUYMHOMI
XpPOHUUYECKOI 3a001€BAEMOCTU U CMEPTHOCTHU BO BCEM
MHpE — MHOTHE JIFOJIA CTPAaloT OT 3TOTO 3a00JIeBaHUS
roJaMu ¥ YMUPAIOT TIPEKACBPEMEHHO OT HETO WJIM €T0
OoCJIOXXHEeHMI. B rimobanbHOM MaciTade mporHo3upyeTcst
yBenndyeHue opemeHn XOBJI B Onvkaiiiime aecaTuaeTus

U3-3a TTIOCTOSIHHOTO BO3aelcTBUS (pakTopoB pucka XOBJI
U cTapeHMs1 HaceseHus [1].

BpoHxomumaTaTophl SIBISIOTCI OCHOBHBIM METOIOM
dapmakonornueckoro jgeueHus XOBJI [1, 2]. CornacHo
KpuTepusM [J100anbHONM MHULIMATUBBI MO TMArHOCTUKE
U JICYEHUIO XPOHUYECKOI OOCTPYKTUBHOI OOJIE3HU JIer-
kux (Global Initiative for Chronic Obstructive Lung Disease
(GOLD, 2026), rocie Havaa JIedeHUS] PEKOMEHAYIOT-
Csl PETYJISIPHBI OCMOTP MAaIMEHTOB, OLIEHKA TEXHUKU
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HCITOJIb30BaHUSI UHTAISITOPA U COOJIONEHUS pexXxuMa
JIeYeHUsI, a TaKxKe MpUMeHEeHe HeMeIUKaMEeHTO3HbIX
ITOIXOIOB 1 KOPPEKTUPOBKA JICUCHUS 110 Mepe Heo0XO0-
numoctu [1].

Tuorponust 6pomua (MeXaIyHapoaIHOE HEMAaTeHTO-
BaHHOE HaMEHOBaHWE) — WHTAJISLIMOHHBIN aHTUMY-
CKapUHOBBII OPOHXOAMIATATOP JTUTEIIBHOTO ICHCTBUS,
TTOJTYIMBIINI PETUCTPAIIMOHHOE YIOCTOBEpEHNE TS Jie-
yeHust XOBJI u 6ponxuanbHoii acTMbl. [1o pe3yabratam
0030pa KJIMHUYECKUX UCCTIeIOBAaHU MOATBEPXKIEH OJ1a-
TOMPUSITHBIN MPOodUIb 3PPEKTUBHOCTU U OE30MACHOCTU
MperapaToB THOTponus 6pomuna |3, 4].

Lenbio uccnenoBaHus SBJsUIaCh OLIEHKA JIETOUHOTO
pacnpeneneHus v hapMakKOKMHETUYECKUI TapaMeTp C[rough
(KOHIIEHTpAIIMs THOTPOIIHSI OpOMHUIA IO IIprieMa Odepe-
HOI1 T03bI TIperiaparta Mpyu MHOTOKPAaTHOM BBEIEHUH JIeKap-
CTBEHHOI'O CPEACTBA) JJEKapCTBEHHOTO Mperapara TUOTPO-
st OPOMUI, a3PO30Jb ISl MHTASILWI JO3UPOBAHHBIN,
9 MkT / mo3a (Bponmpusa conmodapm, OO0 «I'poTekc»,
Poccus) — nccnenyemsrii iperapar (MI1) B cpaBHeHUHU
¢ peraparoM CriupuBa®, KarcyJsibl ¢ MOPOIIKOM JUTST MH-
ransiuuit 18 mxr (bepunrep MHrenbxaiim MHTEpHEITH
I'm6X, I'epmanmst) — npenapar cpaBHeHuUs (I1C).

Matepuanbl u meTogbl

JaHHOE KITMHUIECKOE UCCIICIOBAHNE TIPOBOIMIIOCH B COOT-
BETCTBMU ¢ NipaBuiamu Hamgnexareit KIIMmHU4YeCcKoi mpa-
KTUKU MexayHapoaHoi KOH(pEpEeHIUH TT0 TApMOHU3aLUN
TEXHUYECKMX TPeOOBAaHUI K PETUCTpaLINKU (papMalleBTH-
YECKUX MTPOAYKTOB, IIPEIHA3HAYCHHBIX MIJIST IIPUMEHCHMS
yenoBekoM (International Council for Harmonization Good
Clinical Practice — ICH GCP), atueckuMu puHILIMIIAMMU,
M3JIOXXEHHBIMU B XeJIbCMHKCKOM OeKapauny BcemMupHoii
MemuIMHCKoM accommanmu (Popranesa, 2013), [IupekTrse
Esporetickoro Coroza 2001/20/EC, 1 TpeboBaHMSIMU pOC-
CUICKOTO 3aKOoHOonaTeabcTBa. [IpOTOKO KIMHUYECKOTO
ncciegoBanmst No SL340 u mo0bIe TTOMTPaBKH, a TAaKXKe
dopMa MHPOPMUPOBAHHOTO coriacus ObLIU YTBEPXKIE-
HBI U OOOPEHBI PEryISITOpHBIMU opraHaMu 1 CoBEeTOM
10 3TUKe Mpu MUHUCTEPCTBE 31paBooxpaHeHust Poccuii-
ckoit Meneparmu (Boimucka Ne 298 or 18.01.22). Mccre-
JIOBaHME MPOBOAMIIOCH B Tiepyroz ¢ 12.09.22 mo 26.08.23
Ha 0a3e 7 uccjieoBaTe/IbCK1X LIEHTPOB, 001a1at0LIUX JIU -
LIEH3Mel Ha OCYILIECTBICHUE MEIULIMHCKON NesITeIbHOCTU
Ha tepputopun Poccuiickoit @enepaiiu.

B cootBercTBHU ¢ moKyMeHTOM «[lepedeHb B3anmMoO-
3aMEHSIEMBIX JIEKAPCTBEHHBIX ITPEIapaToB IJIsI MEIU-
LIMHCKOTO MPUMEHEHMsI B OTHOLIEHUU pedepeHTHBIX
1 BOCITPOU3BEICHHBIX JIEKAPCTBEHHBIX TTPEITapaToB st
MEIULIMHCKOTO MTPUMEHEHHS, B PETUCTPAIIIOHHBIX T0ChE
Ha KOTOPBIE MMEIOTCS Pe3y/IbTaThl UCCIeIOBaHUI OMO3K-
BUBAJIECHTHOCTU WJIM UCCJIEIOBAHUI T€PANEeBTUYECKON
SKBUBAJICHTHOCTH 110 OTHOIIEHUIO K pehepeHTHOMY Jie-
KapCTBEHHOMY IIperapary», peepeHTHbIMU K TUOTPOIIHSI
opomuny sasigroTcd npenaparsl Crnvpusa® u Crimpusa®
Peciumat®. B ¢BSA3M ¢ TeM, YTO MEPBBIM 3apErUCTPUPO-
BaHHBIM B Poccuiickoit Meaepany mpemnapaToM OBLT
CrnupuBa®, a TakXe IIPU TOM, YTO TBEPAbIE YACTHULILI
y U1, xaxk y mopoiika (He pacTBOp), IIperapaToM cpaB-
Henus (ITC) 6b11 BeIOpad Crinpusa®.

[Monmynsuuio uccienoBaHUsl COCTAaBUIN MallMEHTHI
MYKCKOTO U XeHcKoro moja (n = 70) B Bo3pacte 29—
65 ner.

st uccenoBaHMsT SKBUBAJICHTHOCTH Y TIAIIMEHTOB
LEeJIEBOW MOMYJIALMU NPEANOJIarajicsd MHOTOKPaTHBIN
MpUeM CpaBHUBAEMBbIX MPENAPaTOB B CIEAYIONINX 103aX:
*  WII — no 2 unransuuu (9 Mxr Ha 1 uHransuuio) 1 pa3

B cyTku yTpoM (¢ 7:00 mo 10:00) B TeueHue 4 Hen.

* TIC — o 1 kancyne (18 Mxr Ha | uHransuuio) 1 pa3
B cyTku yTpoM (¢ 7:00 no 10:00) B TeueHue 4 Hen.

B pamkax nccienoBaHus OBLIO IIPEAYCMOTPEHO 8 BU-
3UTOB, IIPU KOTOPBIX OCYIIECTBISITIOCh BHECEHNE TaHHBIX
B 2JICKTPOHHbBIE MHAMBUIYaJIbHbIE PETMCTPALIMOHHbIE
KapThl. KiinH1Yeckoe ucciieqoBaHne COCTOSIIO U3 clie-
IYIOIIUX TTIEPUOIOB:

* CKPUHUHT M OTMBIBKa (< 14 mHeit);

* 2 nepuona npumeHenust UIT u I1C (28 cyTok);

* mepuoj rnoctHadmoneHus (14 nHeii).

O06111ast IPOIOIKUTETLHOCTD NCCIeA0BAHMS 1T 1 T1a-
LIMEeHTa COCTaBuIIa He 6oJiee 83 mHei.

Kpumepuu exarouenus é uccaedosanue:

» otcyrctBue Tepanuu XOBJI unu npumMeHeHus mpena-
partoB s nedyeHuss XOBJI B cTaOMIBHBIX 103aX B Te-
YyeHUe > 6 Hell. 10 CKpUHUHTA (IlepopaibHbIe TIIIOKO-
koptukoctepouanl (I'KC) B Hu3zkux mo3ax (< 10 mr
MPeIHU30J0HA WX er0 SKBUBAJIEHTA B I€Hb), UHTa-
nsunonHele ['KC, MyKomuTnueckue mpenaparsl (He
copepxalire OpOHXOAMIATATOPOB), AaHTUTUCTAMUH -
HbIE MpernapaThbl, aHTUICHKOTPUEHbBI, UHTAISILIMOHHBIE
IUTATENTbHO AeiicTByIomme 3,-aroHucTsl — JIJIBA);

*  CIOCOOHOCTH MPABUIBLHO BBITIOJHSTH TEXHUKY MHTA-
JISIIME TIPETiapaToB UCCIICIOBAHMNS

* XOBJI cpenHeTsXeNn0l OpOHXMATBHON OOCTPYKIIUU
(00beM (hOopCUPOBAHHOTO BbIAOXA 3a |1-10 CEKyHIY
(O®B,)) B nocTOpOHXOAMIATALIMOHHOM TecTe — 50 %
< ODB, <80 %; coornomenne OPB, / popcuposan-
Hasl )KU3HEeHHas1 eMKOCTb Jierkux < 70 %);

* UHAEKC KypeHus > 10 mauko-jeT;

+ otcyrcTtBue oboctperus XOBJI, mpu KoTopoM Tpedy-
eTCsI IBMEHEHHUE TepaIiy, B TeUYeHUe 4 Hell. 10 BU3UTA
CKPMHUHTA.

Kpumepuu uckarouenus:

*  OTSITOIIECHHBIN aJUIePrOJIOTUICCKUI aHaAMHE3, JIeKap-
CTBEHHAas HEMEPEHOCUMOCTD, B T. 4. ITOBBIIIICHHAS
YYBCTBUTEJbHOCTb K aTPOMUHY, €r0 MPOU3BOIHBIM
(umnpaTtporusi OpoMUL, OKCUTPOIHSI OPOMUL), IPYTUM
KOMITOHeHTaM, BxoasamuM B coctaB UIT u I1C;

* IJIayKOMa;

* TUIIepIUIa3us MPeACcTaTebHON XeJie3bl, 00CTPYKIIUS
IEHKN MOUYEBOTO My3bIPS;

*  MYKOBUCIHIO3, OPOHXO3KTa3bl, THEBMOKOHNO3 WIIA
JIPyTHe OTPaHNYCHUS BEHTUJISILINM JITKMX B aHAMHE3¢
U pecrupaTopHbie 3a001eBaHus U / WU 000CTPEeHUE
XOBJI Ha MOMEHT BU3UTa CKPUHUHTA;

+ rocrmmTanu3anys mo nmpuurnHe XOBJI mim mHeBMOHUMT
MEHee UyeM 3a 3 MecC. 10 CKPMHUHTA;

* OpoHXHMajbHas acTMa, aJUIePIrMUeCKUi PUHUT, aTOTH -
yeckasl 9K3eMa WK AepMaTUT B CTaAuU 00OCTPEHUS;

*  TyOEepKyJe3 JIETKUX;

* ocTpbic MH(MEKINOHHBIE 3a00JIeBaHUS MEeHEe YeM
3a 4 HeJll. 10 CKPUHUHTA, 1TabopaTOPHO MOATBEPKIACH-
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OpuruHanbHble uccnepoBatus « Original studies

Hasl KOpOHaBUpYyCcHasi MHGEKIUS CPETHETSIKETO0ro
WU TsKeaoro TeueHwus, BbizBaHHast SARS-CoV-2
(COVID-19), B anamHe3e;

* XpoHMUecKasi cepaeuyHasi HemoctarouHocTh II1-1V cre-
TeHU;

* HEKOHTpoJMpyemas apTepuaibHasi TUTIEPTEH3USI;

* HecTaOWIbHasI CTCHOKAPIUS;

* HecTaOWJIbHAS WM BIEPBbIe TUATrHOCTUPOBAHHAS
apUTMUSI;

*  TaxXuapuTMUSI, UIIeMUYecKas 00JIe3Hb cepllia, MUo-
KapIuT;

*  MH}apPKT MUOKApJa, MHCYJIbT WX TPOMOOIMOOIUS
B TeUeHHME 6 MeC. 10 BKJIIOUEHMS B MCCIICIOBAHUE;

* HaJW4YKMe WHBIX ITPOTUBOIIOKA3aHUI K Ha3HAYEHUIO
HIT u I1C;

* ITAIIMEHTHI, TTOJIyJaloIIe Tepanuio [3-anpeHo0Io-
KaTopaMM B TeyeHue | Hel. 10 BU3UTAa CKPUHUHTA
1 HYXKIAIOLIeCcs B UX IPUMEHEHNH (32 NCKITIOUEHUEM
KapIMOCENEKTUBHBIX [3,-a1peHO0I0KaTOPOB MPU UX
MIPUMEHEHUM B TeUCHUE > 2 MeC. 10 CKPUHMHTA U IIPU
YCJIOBUU CTAOMJIBHOTO PEXXUMa UX MpreMa B XOJIe KJTH-
HUYECKOTO UCCIEeTOBaHUS);

* IIpUMEHEHVE MHTATSIIIMOHHBIX M-XO0JIMHOOJIOKATOPOB
nnutenbHoro aeiicTsus, JIJIBA, mTpon3BoIHBIX KCaH-
TUHA MeHee YeM 3a 2 Hell. 10 CKPUHUHTA;

* TIOTPEOHOCTH B YpE3MEPHOM MCIIOJIb30BAHUU KOPOT-
KOJIEHCTBYIOIIMX [3,-arOHUCTOB.

[TarmeHTHI OBUTM pacTIpeneIeHbI Ha 2 PaBHBIC TPYIIIIHL:

* 1-10 rpynmy (n = 35) coctaBuiM 00JIbHBIE, KOTOPHIE
B | mepuozae nonyyanu UII, a Bo Il nepuone — I1C;

* 2-10 Tpymny (n = 35) — ManmeHTHl, KoTopkie B | mepu-
one nonyvanu I1C, a Bo Il nmepuone — UII.
CTaTUCTUYECKU 3HAUMMBbIX Pa3idyMii 1O nemMorpa-

(pUIecKMM 1 aHTPOIIOMETPUIECKUM XapaKTepUCTUKAM

MEXIy IpymnamMu He BeIsIBIIeHO. [1o pesynbprataMm cpas-

HUTEJILHON OLIEHKHU JJAOOPATOPHBIX Y MHCTPYMEHTATBbHBIX

rokasaresieil He ObLIM yCTaHOBJIEHbBI CTATUCTUYECKU 3HA-

YUMBIE PA3IMUNS MEXKIY aHATM3UPYEMBIMU TPYIITAMMU.
Kpumepuu ouenku. J1J11 OLICHKN CUCTEMHOTO ICHACTBUS

1 HAKOIUTICHMSI ITpernapaTa n3ydeH (hapMaKOKMHETUECKII

rnapameTp Ctmugh, OTpakarolIuii KOHIIEHTpaLMIO Mpernapara

B KPOBHU Y KaK[IOTO MAIIMEeHTAa ITepe] TPUeMOM OUepeIHOM

nmo3sl UIT u T1IC. O160p 00pa3iioB KpOBU 1T U3YUCHUS

(hapMaKOKMHETHKY IIPOBOIMIICS Ha KaXKIIOM BU3UTE B MIC-

cnenoBartenbckuii neHTp no npuema WIT u I1C. ITapamerp

C OBbLI OTpenesieH B 3alaHHbIe BDEMEHHbBIE TOUKU:

. [mu(g?tmugh 14 — KOHLIEHTpALIMsl THOTPOIs GPOMMIIA 10 MPH-
eMa ouepemnHoit mo3bl mpenapara B [leHs 14 mpu MHO-
TOKPaTHOM BBEIEHUM JIEKAPCTBEHHOT'O CPEICTBA;
. Clmngh L — KOHLIEHTpALKs TAOTPOITKs OpOMUIA 10 NPHU-
eMa ouepemIHOIt Mo3kI mpenapara B JleHs 28 mpu MHO-
TOKPaTHOM BBEIEHUM JIEKAPCTBEHHOTO CPENCTBA.
KoHueHTpauuu TuoTponust 6poMuaa onpeness-
JIUCh BO BCEX COOTBETCTBYIOIINX OOpa3liax Tia3Mbl Ipu
IMOMOIIY BaJIUIVMPOBAHHOTO aHAJIMTHUYCCKOTO METOAA
C HIDKHUM TIpEIeSIOM KOJTMYECTBEHHOTO OMPEeACcICHUS
0,2 rir / mut.

YuuteiBast KpaifHe HU3KME KOHIIEHTPAIIUN U BBICO-
KYI0 BHYTPUUHINBUAYAJbHYIO BapradeIbHOCTH IIpera-
paToB, OOYCJIOBJIEHHYIO IIyTeM U CIIOCOOOM BBEACHMSI,

3KBUBAJICHTHOCTDb OLICHMBAJIaCb HAa OCHOBAaHUU I1apa-

METPOB (hapMaKOAUHAMUKHU, a He (hapMaKOKMHETUKU.

OueHka papMakoAMHAMUKMU (JIETOYHOTO paclpeaeaeHUsI

IpenapaTa) IPOBOIIIACH METOIOM OIIPEICICHMS SKBU -

BaJICHTHOCTH TToKaszateneil cnupomerpun (OPB,, muxo-

Bast ckopocTb Beigoxa — [TCB). JInst kaxxaoro naiyeHTa

OBLIM paccYUTAHBI ciieaytolre hhapMakKoIMHAMUIEeCKIe

mapaMeTphl:

+ C_ . (O®B,) — abcomoTHOE MaKCUMAaJIbHOE 3HAYEHHE
0o0beMa BbiioXa B 1-10 CEKYHAY OTHOCUTEIBHO UCXO/I-
HOTO 3HAYEHWS;

« C,__ (IICB) — abcomoTHOE MaKCUMAIbHOE 3HAYEHUE
CKOPOCTH BBIIOXa OTHOCUTEIBHO MCXOIHOTO 3HAYE-
HUS;

* AUC _ (O®B,)) — niowmanb noa papMakOKMHETHYE-
ckoii kpuBoii «OPB, — Bpemsi»;

« AUC , (IICB) — momanpb nox papMakOKMHETHYE-
CKOIi KPUMBOM «CKOPOCTh BbIIOXa — BPEMSI».

OlieHKa JIETOYHOTO pacripefeieHus UcciieayeMbIX
IpernapaToB IMIPOBOAMIACE METOIOM OIIpeeIeHUS SKBHU-
BaJIEHTHOCTH Nokasaresneii ciupomerpuu (OPB , TICB):
* 10 uuepe3 15 MmuH nociie npumeHeHus 400 MKT canb-

OyTamosia mpu CKPUHUHTE;

* 3a 10 mun no u uepe3 20, 60 muH, 2, 3, 4, 5, 6 4 mocite
nHransunu UIT u T1C B dens 28.

DKBUBAJIEHTHOCTh MTPenapaToB OLIEHUBaJACh Ha OCHO-
BaHUU MapameTpoB hapMakonruHaMuku. Micriosib3oBaH-
Has B UCCIIEIOBaHNY IIPOLIeypa OIEHKN 3KBUBAJICHT-
HOCTH 3aKJjtodajiach B pacuete 90%-HbIX 1OBEPUTEIbHBIX
nHTepBanoB (W) ans norapupmuyecku npeodpaso-
BaHHbIX 3Hayenuit C_ (OPB)), AUC,_ (ODB), C
(TICB), AUC__, (TICB) UIT Munyc norapudMu4ecKu npe-
obpasoBanHble 3Hayenus C_ (OPB)), AUC, (ODB)),
C,... (IICB), AUC _, (IICB) I1C u cpaBHEHUN STUX UH-
TEPBAJIOB C TOTYCTUMBIMM TTPEIEIaMU, COCTABIISTIOIIIMMU
i C . (O®B)), AUC,_ (ODB,)), C__(IICB), AUC_,
(ITCB) 0,80—1,25 (80,00—125,00 %).

M3yuaemble mpenapaThl TPU3HABAIUCH TEpArieBTHYE-
CKU 5KBUBAJICHTHBIMM B CJTydae, ecJiv paccuntanHble JINU
HaXOIWINCH B YKa3aHHBIX TOITyCTUMBIX Ipeaenax. Kpome
TOTO, B paMKax MCClIeAOBaHMSI TPOBEcHA OlLIEHKA Imapa-
meTpoB 6e3onacHocTu [1C u UIT u yactoThl pa3Butus
HexenaTeabHbIX siBaeHuil (HA) npu npueme kaxmoro
JIEKapCTBEHHOTO TIpernapara. AHaIN3 0€30IaCHOCTH IIPO-
BEIICH Ha TIOIYJISIINKY 0€30ITaCHOCTH, T. €. Y TTaIIMCHTOB,
noay4duBIux XoTs1 6n1 1 go3y UIT u I1C, u n1st KoTopbIx
eCTh olleHKa cocTostHUsI U / unu HA xots 6wl ay1s 1 Bpe-
MEHHO TOYKM TOCJIC BBEICHUSI.

Kpumepusimu bezonacnocmu SIBISUTUCH:

* CYOBEKTHMBHBIC MTapaMeTphl (3kasio0bl, U3BMEHEHUE ca-
MOYYBCTBUS);

*  00BEKTHUBHBIE TaHHbIE ((PUBMKAIBHBIN OCMOTP, OCHOB-
HBIE XKM3HEHHO BaXXHBIC TTOKa3aTeu (apTeprajbHOe
naBneHue (AJl), yacToTa cepaeuHbIX COKpalleHU
(HCC), yacrtora abixaTeJbHbIX aBuxeHuit (Y1),
TeMIlepaTypa Teia), ayeKrpokapauorpadus (DKI)
B 12 oTBeneHMsIX, TabopaTOpHBIe MMoKa3artenn). Jlrodoe
OTKJIOHEHME JIabopaTOPHOro Moka3aresiss OT HOPMbI
OyneT npeacTaBasaTh codoit HA;

* yacrora pa3sutust H.

O1eHKa JJaOOPaTOPHBIX M MHCTPYMEHTAJBHBIX IT0-
KazaTtejeil 6e3omacHOCTU (OOIIUIA U OMOXUMUYECKUIA

max
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Aiicanos 3. P, Jlewenxo U.B. CpaBHUTEIbHOE UCCIeI0BaHNEe (papMaKOKMHETUKHY U (DapMaKOIMHAMUKY TUOTPOMUS OpoMuaa

aHaJMu3 KPOBU, OOLLIMIA aHAJIU3 MOYHU, TapaMeTphl (pU3U-
KaJibHOTrO ocMoTpa, usmepenue AJl, HCC, YA, Temme-
patypsl Tena, DKI') mpoBoawniack Ipyu CKpUHUHTE W Ha
KaxXXIIOM 3Tare UCCIeIOBaHUS B COOTBETCTBUU CO CXeMO
MPOBEACHUS TTPOLIEAYP, NIPEACTaBICHHON B MPOTOKOJIE
HCCIIeTOBaHUSI.

IMpodmrs neperocumocTut UIT u I1C oneHuBancs
10 J0JIe MALIMeHTOB, TOCPOYHO MPEKPATUBIINX YIaCTHE
B MCCJIEIOBaHUM U3-3a BOZHUKHOBeHUs1 HS / cepbe3HbIx
H.

Cmamucmuueckue memoost. 17151 OLieHKN hapMaKOKH-
HETMYECKUX MapaMeTpoB U CTaTUCTUUYECKO 00pabOTKU
JMIaHHBIX MCITOJb30BaIOCh MPOTPAaMMHOE OOecreuyeHue
Phoenix WinNonlin 8.1, cooTBeTCTBYlOI11IIeE 3aaa4aM dap-
MaKOKMHETUYECKOTO M CTATUCTUIECKOTO aHAIM3a.

Hns ipeactaBieHrs: (hapMaKOIMHAMUYIECKUX TTapa-
METPOB ObLIM pacCUMTaHbl U MPUBEICHBI CIEAYIOIINE
rapaMeTpbl ONMKCaTeTbHON CTATUCTUKU:

* apudmetnyeckoe cpeaHee (M);

* reoMmeTpuueckoe cpearHee (GM);

* cTaHIapTHoe oTkJoHeHue (SD);

*  koadduuuent Bapuanuu (CV);

* MenuaHa (Me);

*  MMHUMAaJbHOE (min), MaKCUMAaJIbHOE (/ax) 3HAYCHYS.

[Mapametpri C  (O®B ) u C__(I1CB) nonyyanu kak
MaKCHUMaJIbHOE 3HaUeHUE U3 OTHOILIEHUI TTpeICTaBIeH-
HBIX TTOKa3aTeJIei JISTOYHOTO pacIpeaeaeHNs IIepeMeH-
HbIX yepe3 20 muH, 1, 2, 3, 4, 5, 6 94 K MICXOOZHOMY 3Haue-
HUI0, monyyeHHoMy 3a 10 mun go uHranssuuu UIT u T1C,
B nu 28 u 56.

B npenenax mmTeIbHOCTH HAOMIOACHUI TUTOIAIh ITO]T
(apmakokuHeTH4ecKoit kpupoit (AUC, ) paccuuThbl-
Baslach MeTonoM Tpaneuuii (linear-up / log-down). Bce

pacyeThl, TOATOTOBKA K MPEACTaBICHUIO TaHHBIX B BUIE
TabaUI U TpaUKOB MPOBOAUINCH C TTOMOIIBIO KOM-
IMBIOTEPHBIX TIporpamm Statistica 10.0, R 4.1.1 (Package
“bear” 2.9.0) u Microsoft Office Excel 2013. T1akeTt “bear”
MOJHOCTBHIO BAJIUAMPOBAH OTHOCUTEIBHO COBPEMEHHOIO
KOMMEPYECKOro nporpammHoro obdecrieuenust WinNonlin.
OneHka HeTpaHC(HOPMUPOBAHHBIX (papMaKOIMHAMMU--
YeCKUX ToKa3aTeseil Oblia TIpOBeAcHAa B 3aBUCUMOCTH
OT OJIM30CTU paclpelesieHUs] u3ydyaeMblX TPU3HAKOB
K HOopMasibHOMY. JIJ1sT oTipenesieHrs HOpMaJIbHOCTU UC-
mmosib3oBasicst W-kputepuit lammpo—Yunka. CpaBHU-
TeJIbHBIN aHAIN3 (papMaKOIMHAMUUECKUX TTapaMeTPOB
MPOBOIUJICS C TIOMOILIBIO HEMapaMeTpHUUeCKOro TecTa
YUIJIKOKCOHA [IJIST ITAPHBIX BEIOOPOK ¥ KpuTeprst CTHIONEH-
Ta IIJIsT 3aBUCUMBIX BBIOOPOK (7-test for dependent samples)
IIpY HOPMAaJbHOM pacrpeneneHnu (HeTpaHchopMupo-
BaHHbIE JaHHbIE, IBYCTOPOHHUIA TecT). JlucrepcuoHHbII
aHanu3 (ANOVA) npoBoauics B IpeanoioKeHU! o Jor-
HOpPMAaJIbHOM pacIipefecHNN (papMaKoIMHAMUUECKIX
napametpoB C__ (O®B)), AUC (O®B)),C_ (IICB),
AUC,_ (TICB); norapudmudeckoe npeodpasoBaHKe 1aH-
HBIX OCYILECTBIISIJIOCH M0 HaTypaJibHOMY Jiorapudmy (In).

PesynbTathl
OueHka thapMaKOKMHETMKN

IMpoBenen pacyer hapMakKOKMHETUYECKUX MTAPAMETPOB
JUJISI KaXKA0TO MallMeHTa, BKIIOYEHHOTO B MOMYJISIIIUIO
dapmakokuHeTuku. Ha puc. 1 mpeacraBiaeHbl ycpenHeH-
Hble (PapMaKOKMHETUYECKNE KPUBBIE THOTPOITHSI OPOMU -
I1a B T1a3Me KpoBU TarnueHToB mociie puema MIT u I1C
B JINHEHHOM MacuiTa0e.

15 1 KoHueHTpauus vs Bpems
mn

] =A== TIC
=
=
E 10 -
g
3
=
£ |
g e - —A
g 5- A=
g -~
(&) -

-
1 -
-
-
-
C
0 '_K T T ! ! ' ! ' !
0 7 14 21 28
[leHb

Puc. 1. YcpenHeHHble hapMaKOKMHETUYECKUE KPUBbIe THOTPOIMSI OpoMKa B o0pasLax rnjaa3mMbl KpOBU MAIIMEHTOB M1OCJIe MHOTOKPATHOTO MpH-

eMa npenaparoB uccienoBanus (rpaduk B JTMHEHHOM MaciiTade)

[Mpumeuanue: UIT — uccaenyemblii npenapat; [1C — npenapar cpaBHeHus; no ocu OX npeacTaBieHbl AHM TpueMa npenapara, no ocu OY — cpenHue
apudmeTnyeckue octaToyHble KoHLeHTpauu (rr / mu). [lepronsl ncciaenoBaHust COBMELIEHbI 151 yioocTBa cpaBHeHus ([leHb 42 neprona 2 COOTBETCT-
Byet JlHt0 14 nepuoaa 1, [lenb 56 nepuona 2 cooretrcTByeT JHio 28 nepuona 1).

Figure 1. Averaged pharmacokinetic curves of tiotropium in patient plasma samples after multiple dosing (linear scale graph). The green graph rep-

resents the study drug and the red graph represents the comparator.

Note: The OX axis represents days of administration, and the OY axis represents mean residual concentrations (pg/mL). The study periods are combined for
ease of comparison (Day 42 of period 2 corresponds to Day 14 of period 1, Day 56 of period 2 corresponds to Day 28 of period 1).
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CpenHee apupMeTUUECKOE OCTATOYHOI KOHLEHTpa-
uuu B Jlens 14 (Ctrough 1) A1 UTTm TIC cocrasuiio 8,828 +
12,83 m 5,257 £ 15,88 it / M, a B lens 28 — 10,11 *
21,07 u 6,511 £ 14,49 nr / M COOTBETCTBEHHO. 3Haue-
HUSI OCTaTOYHBIX KOHIIEHTPALMi BapbUPOBAIUCH B I -
POKOM Iuaria3oHe, K03 @UIIMEHTH BApUALlUKA COCTABUIIN
145,3—302,1 %; oTHOLUIEHUS CPEAHUX apUPMETUIECKUX
(U u T1C) B denb 14 u denn 28 — 167,9 u 155,3 % co-
OTBETCTBEHHO.

Paznuuus Me nns Cm)ugh ObLIM MEHEee 3HAYUTEbHbI:
2,147 1 1,918 rir / vt pnst MIIT vs 2,246 1 2,143 ir / mut —
s TTC. TTo naHHBIM aHaJIM3a OCTATOYHBIX KOHIIEHTpa-
LA Ctrough R Cm)ugh .5 BJleHb 14 1 JleHb 28 pasnenbHo st
WII u T1C nokazaHo, 4TO OCTaTOYHbIE KOHLEHTpALUU
OB cTaOMIBLHBI MexXXmy JJHamu 14 1 28 3a UCKITIOUeHU -
eM 3 ayTJiaepoB C Pe3KO BBIACIISIOIINMUCS OCTaTOUHBIMU
KOHIICHTPALUSIMMU.

OueHrka papmakogHaMMUKH

O060061IeHHBIE OCHOBHBIE (DapMaKoAMHAMUYECKHE Mapa-
MeTphl naimeHToB nocie BeeaeHust I u I1C npencras-
JIeHbI B TA0. 1.

dapmakonrHaMuyeckue npoduiIn cpaBHUBAEMBbIX
MpenaparoB CYIIECTBEHHO HE pa3IuJyaIMCh B IMHEWHBIX
KOOpIMHATAaX M JIOTapU(PMHUIECKHU TPeoOpa30oBaHHBIX
3HAYCHUSX.

ITo naHHBIM aHanM3a 000OIIEHHBIX aOCOJIOTHBIX
3HayeHuit nokaszatens OPB,, ucnonb3yeMbix 114 pac-

yera AUC, , B rpynmax UIT u I1C ycraHoBieH He3Ha-
YUTEJBbHBIN pa30poc JaHHBIX BHYTPU KaxKIO# M3 TPYIIL.
Koaddument Bapuanym g rpyrm WMIT u I[1C B pazHbie
CPOKH TIOCJIe TIpHeMa MperapaToB Koyuedaics B Impee-
Jax 26,92—27,69 u 26,91—28,52 % cOOTBETCTBEHHO, YTO
CBUJIETEJILCTBOBAJIO 00 OTHOCUTETbHO HU3KOM WHINBY-
IyaJTbHO# BapnabeIbHOCTY UCCIIeAYeMBIX TTOKa3aTesIei.

JHanee mpencraBlieHb yCpeTHEHHbBIC 3HAUCHUS U3Me-
HeHMs a0COJIOTHBIX 3HaYeHuit napametpa O®PB, Bo Bpe-
MEHM Tocjie TTprueMa U3ydyaeMblIx Mpernaparos (puc. 2).

ITo pe3yabraram aHajin3a 000OIEHHBIX OTHOCUTEb-
HBIX 3Ha4YeHuil nokasatens OMDB,, ncrnosb3yembIx U1
nonyyenust C . B rpynmax MITu T1C ycraHosieH He3Ha-
YUTEJBHBIN pa30poc TaHHBIX BHYTPU KaxKIO# M3 TPYIIL.
Koaddument Bapuatym g rpyrm WMIT u I[1C B pazHbie
CPOKM TIOC]Ie TIpYeMa IperiapaToB Kojiebasics B Ipeaesiax
8,67—18,07 1 8,69—12,53 % cOOTBETCTBEHHO, YTO CBUJIE-
TEJIBCTBOBAJIO O HU3KOM MHINBUAYAIBHOM BapUabeTbHO-
CTH HCCIIeAYyEeMBIX TTOKa3aTeleii.

[1o naHHBIM aHaIM3a 000OIIEHHBIX A0COIIOTHBIX 3HA-
yeHuii nokasatens [TCB, ncnonb3yeMbIx 11s1 pacyeTa
AUC, _, B uCCIIeNyeMBIX TPYIIIaX yCTaHOBJIEH HE3HAUU-
TEJIbHO BBIPaXXeHHBIN pa30opoc JaHHBIX BHYTPU KaxKIoi
n3 rpynn. Koadduiment Bapuamunm mig rpynmn UIT u ITC
B pa3HbIe CPOKU TOCJIe TpreMa IpernapaToB Koyebdascs
B npenenax 35,1—-40,7 u 33,8—37,4 % COOTBETCTBEHHO,
YTO CBUAETEIHLCTBOBAIO 00 OTHOCUTEIIBHO HU3KOM MHIN-
BUAYaJIbHOM BapuabeIbHOCTU UCCIeyeMbIX ITOKa3aTeIei.
Ha puc. 3 npeacraBieHbl ycpeaJHEHHbIE 3HAUEHUST U3Me-

Tabauua 1

O6obuennvle ocHoBHbLE (hapmakodunHamuyecKue napamempst nocie npuema muomponus 6pomuda

(uccaedyemoeo npenapama u npenapama cpagHeHus1)
Table 1

Summary of the main pharmacodynamic parameters after administration of the study drug tiotropium bromide

and the comparator drug

(DapMaKoKuHeTHYECKE ‘ CraTucTuyeckue nokasarenm )
wwersemya |y | oo | o | o | M | m | e
C,..(O®B,), otH. ep.
N 69 1,15 1,14 0,19 16,33 1,14 0,90 2,45 )
+NC 68 1,14 1,13 0,12 10,31 1,1 0,95 1,54 0420
C,..(NCB), otH. en.:
1N 69 1,21 1,20 0,23 19,10 1,16 0,95 2,22 )
*TIC 68 1,20 1,19 0,20 16,28 1,16 0,91 1,91 0340
AUC, (0®B,), n x u:
N 69 6,27 6,25 0,56 8,92 6,24 4,75 8,00 .
+TC 68 6,19 6,12 0,81 13,12 6,14 2,08 8,40 3%t
AUC, (NCB), n % 4 / mun:
N 69 1753,60 1 650,60 622,60 35,50 1 654,50 697,90 3673,90 R
«MC 68 1776,40 1669,40 641,00 36,10 1727,60 660,50 3941,80 0828

IMpumeyanme: M - apudmeTnyeckoe cpearee; GM - reometpudeckoe cpeHee; SD - cTanaapTHoe oTknoHeHwe; CV — koadduumeHT Bapuaumi; Me — MeanaHa; min — MUHIMANbHOE 3Ha4eHue;
max — MakcumarbHoe staderie; G (OPB,) - abconioTHoe MaKcumarbHoe 3HadeHve ofbema Bbidoxa B 1-0 CeKyHzy OTHOCUTENbHO uexoaHoro 3Hadenns; . (NCB) - abcontoTroe Makoumans-
HO 3HaueHue CKOPOCTH BbIFOXa OTHOCHTENbHO UeXoRHoro sHaueus; AUC, , (O®B,) - nnowiaas nop dapmarokureTiyeckoi kpusoit « 0GB, — spems»; AUC , (MCB) - nnowjaas nog dapmakoky-
HETVHECKOI KDUBOIA «CKOPOCTb BhioXa — Bpemsy; DB, - obbem thopcupoBaHHOro Bhinoxa 3a 1-to cekyway; MM - nocnenyembiit npenapar; MC - npenapar cpasHeus; AUC - nnowaas nop dap-
MaKOKMHETUeCKoi kpuBoit; MCB — nukoBas CKOPOCTb BbIfOXa; p-3Ha4eHe Npi CpaBHEHM rPYNIN UCCneayemoro npenapara U npenapara CpaBHEHus Mpu CNONb30BaHK: * — HenapaMeTPU4ECKoro

TecTa YWnKokcoHa, ** — kputepusi CTbloeHTa Ans 3aBUCHMbIX BbIGOPOK.

Note: The p-values for comparisons between the study drug and the comparator were calculated using: *, nonparametric Wilcoxon test, **, Student's t-test for dependent samples.
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Puc. 2. I'padhuk ycpenHeHHbix (M £ SD) dapmakoanHamuueckux npoduieii (B IMHEHHBIX KOOPAMHATAX) aOCOMIOTHBIX 3HaUeHU oObema ¢hop-
CHPOBAHHOTO BbIAOXA 32 |-10 CEKYHY y MALIMEHTOB MOCJIE IPUEMa UCCIEeyEMOTO Mpenapara TUOTPONUs OpoMuIa U npernapara CpaBHEHUS
[Ipumeuanne: OPB, — 06bem bopcrpoBaHHOro Bbitoxa 3a 1-1o cexynuy; UIT — nccnenyempiit npenapar; [1C — npenapat cpaBHeHHUS.

Figure 2. Averaged (M £ SD) pharmacodynamic profiles (in linear coordinates) showing absolute forced expiratory volume in 1 second in after

administration of the study drug and the comparator drug

HeHUS aOCOIOTHBIX 3HaUeHUIT mapameTpa ITICB Bo Bpe-
MEHHU Ha JUHEMHOU ILIKajJe MOCje IprueMa n3ydaeMbIX
npenaparos.

ITo naHHBIM CpaBHUTEIBHOTO aHaIM3a PapMako-
muHamnueckux nmapametrpoB UIT u I1C mokaszaHo, 4To
p-3HAUCHUS IJIST BCEX M3yYaeMBbIX ITOKa3aTesieil Obuin
> 0,05, 4TO CBUIETEIBCTBOBAJIO OO OTCYTCTBUU CTATU-
CTUYECKH 3HAYMMBIX Pa3IMYUil MeXIy HUMH. YcTa-
HoBneHHbI 90%-nbiit I nna C (O®PB)) cocTaBun
98,21—103,92 % (otHouieHue cpeaHux — 101,02 %), nis
AUC,  (ODB)) — 96,43—102,67 % (oTHOWwEHUE CPeaI-
Hux — 99,50 %), nna C_ (ITCB) — 96,55—-105,18 % (ort-
Howenue cpennunx — 100,77 %), nmna AUC,  (IICB) —
95,39—102,95 % (otHo1eHue cpenuux — 99,05 %).

IMonyuennsie IV apmMakoamHaMUUECKUX Mapame-
tpoB 11 C_ (ODPB), AUC,_ (O®B), C_ (IICB),
AUC,  (IICB) cocTapisioT mpeeibl, yCTaHOBJIEHHbIE
PYKOBOISIIIUMU ToOKyMeHTaMu 1 [TpoTokooM, 4To TOo-
BOPUT 00 3KBUBAJEHTHOCTU U3y4YaeMbIX MpenapaToB
(Tabn. 2).

YcraHoBseH 6JaronpusITHbIN Mpo@uib 6e30macHOCTU
HTII. OcHoBaHMEM MOCITYXXUJIO OTCYTCTBHE TOCTOBEPHBIX
pa3anMunil XKM3HEHHO BaXKHBIX MOKa3aTesei (Cucroanye-
ckoe AJl, nnacronuueckoe AL, HCC, Y1 u TemnepaTy-
pa Teja), mapamMeTpoB MHCTpyMeHTaIbHBIX (DKI) m ma-
OOpaTOPHBIX MCCIECAOBaHUM (OO, OMOXMMUIECKUIA
aHaJM3 KPOBU U OOIIMI aHAIU3 MOYM) B TE€UYEHUE BCETO

HCCJIeIOBAHMSI TT0 CPAaBHEHUIO ¢ MCXOTHBIMU JTaHHBIMU
Ha CKpMHUHTE, a TaKXe B CPaBHCHUM MEXIY TpyMNIIaMu
MaleHTOB B TEYEHUE BCErO UCCAENOBAHMUS.

O6cyxaenue

B xone mpoBeneHHOro KIMHUYECKOTO MCCIEI0BaHMUS CpaB-
HUTEJTLHOM (hapMaKOKMHETUKH, (hapMaKOTUHAMUKM (J1e-
TOYHOTO pacnpeeseHus rpernapara) u 6ezonacHoct UIT
n I1C y marmenToB ¢ XOBJI 6b11a olieHeHa (papMakoarHa-
Muyeckasi akBuBajieHTHocTh M1 1 I1C Ha ocHoBaHUM cTa-
tuctTudeckoro aHaauza (ANOVA) napamMeTpoB JIerouHOro
pacnipenenenust (O®B,, [ICB) tuorponusa 6pomuna. Kinu-
Huyeckoe nccnenoanue 111 ¢as3wl MpoBoaMIIOCEH C LIEJIBbIO
peructpaiuu B Poccuiickoit depepariyu ieKapcTBEHHOTO
npenapaTa ¢ THOTPOMUsI OpOMUIOM B (DOpMe AO3UPOBAH-
HOTO0 a3po30JibHOTO MHransitopa (JI1AN).
WHransmmoHHbIe TeKapCTBEHHBIE CPEACTBA, PEKO-
MEHJIOBaHHbIE IS ToaaepxxuBaoliero jeueHus XOBbJI,
BKJTIOUAIOT B ce0s1 Mpernaparsl 3 KJ1acCOB:
* UTUTEJTHHO JACUCTBYIOLINE aHTUXOJIMHEPTTICCKIE Ipe-
mapatsl (JJAXIT);
« JJBA;
* wuHragsuuoHHsle 'KC.
YKazaHHBIC TIpenapaThl UCITOJIb3YIOTCS B KIIMHIYEC -
CKOI1 TIpaKTHKe KaK B BUIIE MOHOTEPAITUH, TaK M B COCTaBE
NIBOMHBIX Y TPOMHBIX KOMOUHaui [1, 5].
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Puc. 3. I'paduk ycpenHenubix (M = SD) dapmakonmHaMuuecKux Mpoduieit (B JIMHEWHBIX KOOpAMHATAX) aOCOMIOTHBIX 3HAUEHU TTHKOBOM
CKOPOCTH BbIIOXA Y TTALIMEHTOB TOCJIe MpUeMa UCCIeAyeMOoro IpernapaTa TMOTPOIUsI OpoMUIa U Mpenapara CpaBHEHUsI
[Mpumeuanue [1CB — nukosast ckopocts Bbinoxa; UIT — uccnenyemsrii npernapar; [1C — npenapat cpaBHeHMsI.

Figure 3. Averaged (M £ SD) pharmacodynamic profiles (in linear coordinates) showing absolute peak expiratory flow rate after administration of

the study drug and the comparator drug

Tabauua 2

Cmamucmuyeckue kpumepuu, Ucno1b308anHble 0451 OUEHKU IKGUBAIEHINHOCIMU UCCAedyeMO020 NPenapama muomponust
Opomuda u npenapama cpasHeHus, u pe3yabmanvt 3moil oueHKu (041 102apugmusecKu npeoodpa306anHbIX 3HaAMeHUIL)

Table 2

Statistical criteria used to assess the equivalence of the study drug tiotropium bromide and the comparator drug

Mapametp, % GM, 3HaueHus pT / pR CVintra
C,. (00B) 101,02 9,91
AUC,, (00B)) 99,50 10,99
C... (NCB) 100,77 15,05
AUC,, (NCB) 99,05 13,21

and the results of this assessment (for log-transformed values)

90%-Hbiit X, min-max Kpwtepwit axBuBaneHTHOCTY

98,21-103,92 80-125 BbinonHeH
96,43-102,67 80-125 BbinonHex
96,55-105,18 80-125 BbinonHeH
95,39-102,95 80-125 BbinonHex

Mpumeyarme: GM - reometpudeckoe cpearee; CVintra — koadduimeHT BHYTPUMHAVBILYaNsHoM BapuabensHocTw; IV ~ nosepuTenbHbiin thTepsan; OPB, ~ 0bbem (opcupoBarHoro Bbidoxa
3a 10 cekyay; MCB ~ nukosast ckopocTs Bbinoxa; C, . (O®B,) - abeonioTHoe MakcuMansHoe aHaugHite 06bema Bbioxa B 1-10 CekyHay OTHOCHTENbHO MCXoRHOrO aHauetus; G (NCB) - a6co-
MOTHOE MaKCHManbHO 3HaueHue CKOpOCTY BblF0Xa OTHOCHTENbHO HCXoHOro 3HaveHus; AUC , (O®B,) - nnowiaas nop dhapmakokuHeTnyeckoit kpusoit «OPB, — spems»; AUC , (MCB) - nno-

Lazb Nod (hapMakoKMHETUYECKON KPUBOI «CKOPOCTb BbIZA0XA — BPEMS.

BosmoxHocTh MmoHoTepanuu JIJAXIT npu XOBJI,
0e3yCI0BHO, CYIIECTBYET U MOXKET OBITH I1eJIeCO00pa3HOM
st otaenbHbIX MauneHToB. JJIAXII cienyet ncnonb3o-
BaTh B Ka4ecTBe Iperapara rnepBoil TUHUU Y MalueHTOB
¢ XOBJI 6e3 obocTpeHunii BaHaMHe3e, C HEBbIPaXKEHHBIMU
CHMIITOMAaMH, IIPA KOTOPBIX TPEOYETCST perysIsIpHOE Jieue-
HUE, TTOCKOJIBKY OHUM 00eCcTieunBaIoT OOIbIINI KOHTPOIb
Hax cumnToMamu, yem JIJIBA, ynyuiieHue ¢hpyHKINM Jer-

KHMX ¥ IEPEHOCUMOCTH (PU3UYECKUX HArpy30K, KauecTBa
JKU3HU U CHIKeHMe yncia oboctpenuit XOBJI [1, 6].
Tuotponust 6poMua 3aHUMAET 0COO0E MECTO Cpeau
JOAXII. Y naunentoB ¢ XOBJI npumMeHeHWe TUOTPOTTUS
OpoMuIa CBSI3aHO CO 3HAUYUTEJIbHBIMU MPEUMYIIECTBa-
MM B 3aMeIJICHUM IIPOTpPecCUpOBaHMsI 3a001eBaHU |7,
8]. T1pn Ha3HAYEeHUM TUOTPOIMS OPOMIUIA 3HAUNTETHLHO
CHUXKAETCS YUCIIO CyYaeB roCyTaInu3alm, CBI3aHHBIX
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¢ oboctpenuem XOBJI, u yBenuuuBaeTcs Bpems 10 MO-
MEeHTa MepBoii rocruTaau3anuu. Takxke ObLIO MOKa3aHo,
YTO TUOTPOIHUS OPOMUI IIPUBOIUT K CTONKOMY YIIydIIIe-
Huo ODB, nocne mpuMeHeHus B TedeHue 4 et 6e3 us-
MEHEHMsl TeMIIOB exeroaHoro cHkenus OM®B,. Kpome
TOTO, BO BpeMsI JIEUeHUST HaOII0AaeTCsl CHUXKEHUE pUCcKa
cMept Ha 16 % [9, 10].

IlepBoHavyanIbHO TUOTPOMUSI OPOMUJL OBLIT JOCTYIEH
B hopMe MO3UMPOBAHHOIO MOPOIIKOBOrO MHTaJSITOpa
(ATTN), nozaHee ctan nocryrneH B Buae AU (soft mist,
cucrema Pecrimmat®) [11, 12].

OCHOBHBIE TPOOJIEMbI KCITOIH30BAHUS MHTAJISIIIOH -
HBIX YCTPOMCTB 3aKJIIOYAIOTCS B OCAXKIEHUM a3PO30JIbHbBIX
YaCTHIL B POTOTJIOTOYHOM 00JIaCTU Y BEPXHUX JbIXaTe/Ib-
HBIX MYTSIX, a TAKKE B OTCYTCTBUM KOOPIMHAIINY MEXKIY
aKTUBALlME yCTPOMCTBA U BOOXOM M3-3a HEAOCTATOU-
HOTO O0y4YeHUs MalMeHTa MPaBUIbHON TEXHUKE UHTa-
Jsumu [13].

IIpenaparsl B popme AI1M otnnuaroTcst cpaBHUTEIIb-
HO HEeBBICOKOI OMOMOCTYIMHOCThIO. PecniupabenbHas
dpakiys TOPOILIKOB IS MHTAISIIUN B 3HAYMUTEIbHOMN
CTEeTIEHU 3aBUCUT OT JUHAMUKU BIOXA MallMEeHTa, MO-
CKOJIBKY TSI JAHHO# (POPMBI BHIITYCKa BIBIXaeMBIi BO3IYX
SIBJISIETCSI €AMHCTBEHHOM ABVIKYILEW CUJION TSI U3BJICUE-
Hug npenapara [14]. JIITHW BeiOupatoT B ciydasix, Koraa
MaLMEHT MOXET AeaTh CUJIbHBIN U ITyOOKUit Baox [1].

HocrouncrBamu AU sBaseTcst ux ynoo¢cTBo, mopra-
TUBHOCTB, OBICTPOTA BBITIOJTHEHUS MIPOLICTyPhl, HU3Kast
crouMocTb. BricBoOoxmaemast u3z JIAW no3a npemnapara
XOpOIIO BocnpousBoauMa. K ToMy ke mpu UHraassuuu
yepe3 AN ot 60sibHOTO TpeOyeTCsl CYLIEeCTBEHHO MEHb-
mast [TCB B otsmune ot AITA [15, 16].

Hcnonb3yeMasi MexaHU4YecKasi SHEPTYs B MHTaISITOpe
Pecriumat® co3maet MeIKOIUCIIEPCHBIN, MEAJICHHO TBU-
KYIIUHCS TyMaH, YTO TTO3BOJISIET JOCTAaBUTH 03 JIeKap-
CTBEHHOTO TIpernapaTa He3aBUCUMO OT MHCITMPATOPHBIX
ycwIInii maruenTa [ 16], mpy 3ToM TpeOyIOTCSI MUHMMAITb-
HO CKOOPIMHUPOBaHHbIE HaxaTue u Baox [17—20].

MHTamIumoHHbIe CPeACTBa OTIIMYAIOTCS HE TOJIBKO
IT0 COCTaBYy, HO M IO YCTPOMCTBY MOCTAaBKH, KOTOPOE
yacTo U OIpeaesieT BBIOOP KOHKPETHOro mpenapara.
ITpuBepxeHHOCTb MaIMEHTOB Tepauu — OJHO U3 KJTIO-
YeBBIX yCI0BUi yenemrHo#t Tepanuu XOBJI, koTopas
3aBUCUT OT MHOTUX (haKTOPOB, B T. 4. YIOBJIECTBOPEH-
HOCTH TMAalMEeHTOB CPEICTBOM MHTAISLIMOHHON N10CTaB-
ku. CornacHo kputepusim GOLD (2026), y maliueHTOB
C COXPAHSTIOIIMMUCS CUMITTOMAMM WJIA OTPaHUICHUSIMH
B ITOBCEIHEBHON NEeSITECIbHOCTH, HECMOTPSI HA MOHO-
Tepamnuio OpoHXoAuUJIaTaTOpaMu, CIeAyeT MPOBEPSTh
coOII0IcHUE peXrMa JIEUEHUS U NTPaBUJIbHYIO TEXHUKY
nHTAISIIUA. COBMECTHOE ¢ TTAIIMeHTOM TIPUHSITHE pelle-
HUSI TIPU BBIOOPE MHTAISIIIMOHHOTO YCTPOMCTBA SIBIISICTCS
MPEANOUYTUTEbHBIM [1].

Takum obpazom, npu ucnonb3zoanuu UII, goctymn-
Horo i1 nanueHToB ¢ XOBJI B Poccunu B popme AU,
cJemyeT OXKUIATh PacIIMPEeHMST BO3MOXHOCTE! KakK y Ta-
LIMEHTOB, TaK U Y MPaKTUKYIOIIMX Bpadyell Ipyu BbIOOPE
MOIXOISIIEr0 UHTASILIMOHHOTO YCTPOUCTBA TSI KOH-
KPETHOTO TTAlIMeHTa B 3aBUCUMOCTH OT €0 KOTHUTUBHBIX
1 GU3NIECKUX CTTOCOOHOCTEH TSI MOCTUKEHMS HAMITYY -
1IIEro TepaneBTUUYECKOro pe3yJibTara.

3aknioyeHue

ITo pesynbTaTamM MPOBEICHHOTO paHIOMU3UPOBAHHO-
r0 MHOTOILIEHTPOBOTIO KJIMHUYECKOTO MCCISAOBAHMS
M0 CPaBHUTEJIbHOM (hapMaKOKMHETHKE, (hapMaKOAHA-
MUKe U 6e3omacHocTy y nauueHToB ¢ XOBJI mokaszaHo,
YTO TIpeTiapaThl THOTPOITUS OpOMHUIAa — a3pO30Jb IS
WHTAJISIIIAN 103UpOBaHHbIN, 9 MKT / mo3a (bponmnpusa
cojioapM, aspo30.b mig uHransauii, OO0 «I'poTekc»,
Poccust)  Criipua®, KarcyJibl ¢ TOPOIITKOM JUTST MHTAJIsI-
it 18 Mk (bepunrep MaTrenpxaitm MHaTepHEeITHI [MOX,
I'epmanus) gBasiorcst (papMakKogMHAMUYECKN dKBUBA-
JICHTHBIMM. ¥ TIpernaparta TUOTPOIMHs OpOMMUII, a3pP030Jib
JIISI UHTQJISILMIA TO3MPOBAHHBIN, ObLT YCTAaHOBJIEH 0J1aro-
MPUITHBIN TpouIb 6€30MaCHOCTH.
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Pesome

B peasibHOIi KITMHUYECKOI NTpakTUKe OpoHxuaibHas actMa (BA) jerkoii crerneHu sipsieTcs Haubosee pacrpocTpaHeHHO hopMoit 3ab0sieBaHMs,
OITHAKO BBIOOP CPeCcTBa GA3MCHOM Tepariy [Tl TAKUX MMAllMEHTOB MOXET MPEACTaBIISATL ONpeaeeHHbIe TPYTHOCTH. MOHOTepanust MHTaISIIA-
OHHBIMU TJIIOKOKOPTUKOCTEPOUTAMHU B (POPME METKOIUCTIEPCHBIX JO3UPOBAHHBIX a9p030Jieil (HarpuMep, IUKIECOHNU]T) MOXET OKa3aThCsI BBICO-
K02(hheKTUBHOII B TPyTIIe MOAPOCTKOB C HEIOCTATOYHO KOHTpoupyemoit BA nerkoii crernenu. Llembio MHOTOLIEHTPOBOTO OTKPBITOTO MUCCIIENO-
BaHUs SBISIACH OLleHKa 9((EKTUBHOCTU LMKIECOHUAA B PAa3HbIX PeXMMaX NO3MPOBAHUSI [UIsI JOCTUXKEHUSI U yAep>KaHUsl KOHTpouisl Hax BA
y MOAPOCTKOB C UCXOHO HEKOHTPOJIMPYEMBIM TeUeHHeM 3a0osieBaHusl. MaTepuaisl U MeToAbl. B OTKpBITOE MPOCHIEKTUBHOE HECPABHUTEIBLHOE
HCCIIeNOBaHME MPOAOJIKUTENbHOCTEIO 90 + 7 mHel, mpoBeeHHOE B 14 1eHTpax, BKIIOYEHBI MalueHTsl (1 = 129: 69,8 % — ManbuuKu; cpeaHuit
Bo3pacT — 14,2 + 1,7 roma) ¢ HEKOHTPOJIUPYEMOI JIETKOM aTONMMYecKOoi (ObITOBasI, SMKUAepPMaIbHas CCHCUOWIN3ALIUsI, Y YaCTU JeTeil — K MbUIbLIEC
nepeBbeB) BA. TlanueHTHI oaydany 6a3ucHyIO Tepanuio HukiaecoHuIoM 160 MKr B cyTku. Ha 3 BU3MTax 3amOIHSUTMCE TECTBI O KOHTpoJie Hax BA
(BonpocHukH [o6anbHOI nHULIMATUBLI 110 BA (Global Initiative for Asthma — GINA) u Tect no KoHTpo:to Haa BA (Asthma Control Test — ACT));
YYUTBIBAJIUCH YUCIIO 000CTpeHMit BA, THei NCTIOIb30BaHUsI SKCTPEHHBIX MTPENapaToB U / WK MPOITYCKOB y4eObl U3-3a CUMITTOMOB BA, Hexena-
TeJIbHBIE SBICHUS. BBIMTOMHSIACH CTUpPOMETpHs ¢ TIPOOOIi ¢ calbOyTamMosioM, B paMkax BusutoB | u 3 m3ydanoch abCOTIOTHOE comepKaHue
903MHOGUIOB MO JAHHBIM KJIMHUYECKOTo aHain3a KPoBU. BeiMmonHeHbl cy0aHaIM3bl A4Sl MOATPYIIN MAalMeHTOB, PEeLIEHUEeM Jievalllero Bpaya
NepeBeICHHBIX Ha Tepanuio LukiecoHnaoM 80 MKT B cyTKM Ha Busute 2 (n = 26) u ¢ anneprueii K nouiblie aepeBbeB (n = 49). Pesynbrarsl. [Tpu
MJIAHOBOM JICYEHUU LIMKJIECOHUIOM JOJIsI JIMLL ¢ KOHTPOJMPYEMBIM TeueHreM BA yBenmmuuBanach: K Busury 2 — 94 (77,7 %), x Busury 3 —
111 (95,7 %) manmeHTOB. 3HAYMMBIX PA3TMIMIA [TO KPUTEPUSIM KOHTPOJISI Hal BA MeXTy rpyramMu B 3aBUCUMOCTH OT HAJTMYKS aJUICPTUH K TbLThb-
11e IepeBbeB He ToyueHo. [1py cpaBHEHNU CTMPOMETPUIECKIX TToKa3aTeseill Ha Busurax 1 v 3 1osist manueHTOB, MCXOMHBIN MToKa3aTeb 00beMa
(bopcrpoBaHHOTO BbIIOXA 32 1-10 CEKYHIY Y KOTOPbIX cocTabisn > 80 % . ysemuumnach 1o 100 % (p = 0,026 no cpasHenmio ¢ Buszutom 1 —
34,6 %), a ;1O I, Y KOTOPBIX MPH BBIMTOJHEHUN MPOOBI C CaTbOyTAMOJIOM TIOJIYUeH OTPUIIATEIbHBINA Pe3ysbTaT, yBeauduiach a0 83,6 %
(p = 10,0001 B cpaBHeHUU ¢ Busurom 1 — 12,4 %). lunamuku cofaepkanust 303uHOGIIOB KpoBu Mexny Busuramu 1 u 3 He nokaszano (Me (Q25;
Q75)): 310 (180; 500) u 290 (150; 450) k. / M. B moarpymnme naiueHToB, Noy4yaBluux nocie Busuta 2 uukieconus B 1o3e 80 MKT B CYTKH,
M10Ka3aHO COXpaHeHHue KOHTpouis Hal BA 1o pesynbrataM BONPOCHUKOB, CIMPOMETPUM M YMCJIAa SKCTPEHHBIX MHTAIS M. HexenaTeabHbIX siBIe-
HWIA, TIPENCTABIISIIOIINX KITMHUIECKUIT MHTEpeC, JIMOO TIPH MOSIBJIECHUH KOTOPBIX MOTPEOOBAIOCH MPEeKpallleHue MprueMa UKJIECOHUIA, He 3ape-
rUCTpUpOBaHO. 3akiwdyenue. basucHas Teparust nukiaecoHuaoM (mperapat Acmanu6® Dilp, aspo30ib Ui WHTANSLNANA [TO03MPOBAHHBIN,
OO61IecTBO ¢ orpaHuueHHOM oTBeTcTBeHHOCTBIO «[ICK Mapma», Poccust) y MOIAPOCTKOB OKa3bIBAET MOJIOXUTEIbHOE BIMSHUAE Ha MOKAa3aTeaIn
koHTpouisd Haa BA (npu ouieHke ¢ nomoiibio ACT u GINA) u pe3ysbraTbl criupoMeTpun. OTMEUEHO TaKKe CHUXKEHME YaCTOThl MHTAJISIIIUI 9KCT-
PEHHBIX TIPETIapaToB.

KnroueBbie ¢10Ba: KOHTPOJIb Hall OPOHXMATTBHOM aCTMOM, TIOAPOCTKU, IMKIIECOHUI, UCCIIEOBAHUE B PeaJIbHOM MPAaKTUKE, CHUXKEHUE 03Bl UHTa-
JISILIMOHHBIX [TTIOKOKOPTUKOCTEPOUIOB.

KondumkT untepecoB. KoHMIMKT MHTEPECOB aBTOPaMU He 3asiBJICH.

@unancuposanue. [Ipy TIPOBENCHUN MCCIICIOBAHUSI W TTOATOTOBKE ITyOJMKAIIMKM HCIOJb30BaHa WH(OOPMAIMOHHAS TOMIEPKKAa KOMIaHUU
OO6111eCTBO ¢ OrpaHUYEHHOI OTBEeTCTBeHHOCTBIO «[ICK Mapmar.

DrTryeckas sKkcnepTusa. VccienoBaHue COOTBETCTBYET CTaHIapTaM HajJlexallleid KinHu4eckoi npaktuku (Good Clinical Practice), npuHUMIIaM
XeqbCMHKCKON JAekiapauuu. B xone uccienoBaHusi He MPOBOAMIMCH MPOLENYPbl BHE PaMOK CTaHIAPTHOIO AMCIAHCEPHOTO HAOJIOAEHUS
3a manueHTaMu ¢ BA. Y BceX yUaCTHUKOB M MX 3aKOHHBIX ITPEICTABUTENICI 10 BKIIIOYEHMSI B UCCIIENOBAHKE ITOJIYIEHO ITMChbMEHHOE TOOPOBOIbHOE
MHGOPMUPOBAHHOE COTIacue Ha 00e3TMICHHBIN cOOp, XpaHeHNe U 00pabOTKY MEIUIIMHCKOM MH(DOPMAIIUN.
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Abstract

In real-world clinical practice, mild asthma is the most common type of asthma but selection of the basic therapy for these patients can present
certain challenges. Monotherapy with inhaled corticosteroids (ICS) in the form of finely dispersed metered-dose aerosols (e.g., ciclesonide) may
prove highly effective in adolescents with poorly controlled mild asthma. The aim of this multicenter, open-label study was to evaluate the efficacy
of ciclesonide in different dosing regimens for achieving and maintaining asthma control in adolescents with initially uncontrolled asthma. Methods.
An open, prospective, non-comparative study lasting 90 + 7 days included patients (n = 129: 69.8% boys; mean age 14.2 & 1.7 years) with uncon-
trolled mild atopic asthma (household, epidermal sensitization, and tree pollen in some patients) in 14 centers. The patients received background
therapy with ciclesonide 160 ug per day. Asthma control tests (Global Initiative for Asthma (GINA) questionnaires and the Asthma Control Test
(ACT) were completed at 3 visits. The number of asthma exacerbations, days with use of emergency medications and/or school absences due to
asthma symptoms, and adverse events were taken into account. Spirometry with a salbutamol challenge was performed, and absolute eosinophil
blood counts were measured at Visits 1 and 3. Subanalyses were performed for the subgroups of patients who were switched to ciclesonide 80 ug/day
at Visit 2 (n = 26) by the treating physician and for those with tree pollen allergy (n = 49). Results. The proportion of individuals with controlled
asthma increased with regular ciclesonide treatment: 94 (77.7%) at Visit 2 and 111 (95.7%) at Visit 3. No significant differences in asthma control
criteria were found between the groups with and without tree pollen allergy. When comparing spirometric indices at Visits 1 and 3, the proportion
of patients whose baseline forced expiratory volume in 1 second was > 80% of predicted value increased to 100% (p = 0.026 compared to Visit 1 —
34.6%), and the proportion of individuals with a negative result in the salbutamol test increased to 83.6% (p = 0.0001 compared to Visit 1 — 12.4%).
No changes in blood eosinophil content were shown between Visits 1 and 3 (Me (Q25; Q75)): 310 (180; 500) and 290 (150; 450) cells/ul. The results
of questionnaires, spirometry and the number of emergency inhalations showed maintained asthma control in the subgroup of patients who received
ciclesonide at a dose of 80 ug per day after Visit 2. No adverse events of clinical significance or requiring discontinuation of ciclesonide were report-
ed. Conclusion. Background therapy with ciclesonide (Asmalib® Air, metered-dose aerosol for inhalation, LLC PSK Pharma, Russia) in adolescents
has a positive effect on asthma control (assessed using the ACT and GINA) and spirometry results. A reduction in the frequency of rescue medica-
tion inhalations was also noted.

Key words: asthma control, adolescents, ciclesonide, real-world study, inhaled corticosteroid dose reduction.
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Kamaes A.B. u dp. TlepcoHanuszauus Tepanuu Jerkoi OpoHXMaNIbHOK aCTMbI Y TOJPOCTKOB /ISl JOCTHXKEHMSI KOHTPOJISI

Dokyc BHUMaHUsI MHOTMX KJIMHUYECKUX UCCIIeI0BaAHMIA
HarmpaBJieH Ha TIOTPYITIY NMAallMeHTOB C TSKEI0 OpOH-
xuanapHoi actMoii (BA), ogHaKo B peaibHOM KJIIMHUYE-
CKOI1 MmpakTHKe, B T. U. TIeIMaTpUUECKOI, HanboJjiee 4acTo
BCTPEYaloTCs MAlMEeHTHI C JIETKUM TeueHueM 3a0oseBa-
Hus [1, 2]. AKTyaqbHOU CTAHOBUTCSI AUCKYCCUSI O Tepe-
CMOTpe KOHLENIMU Kiaccudukauu bA u BbiaeaeHUN
TSKEJI0T0 (IMPU KOTOPOM TPEOYIOTCS MOHUTOPUHT OMO-
MapKepoB, UCTIOIb30BAHNE BEICOKOTO3HBIX MHTAISIIUOH -
HbIX IIIoKoKopTukoctepounos (MI'KC) B komOMHaIMsIX
C IPYTUMM KOHTPOJUPYIOIINMU TIpeTiapaTaMi, y 4acTH
MMaIleHTOB — MCITOJIb30BaHNE MOHOKIIOHAJIBHBIX aHTH -
TeJI) U HETSXKEI0ro (TOJbKO MHTASILIMOHHAs Tepariusl)
TedyeHus 3aboneBanus |3, 4]. HecMoTpst Ha yCJIOBHO ONTU-
MHCTHYHOE OTpenesieHue, I JeTkoil BA B moHoit Mepe
XapaKTepHBI BCE MATOTEHETUIECKHE YePThI 3a00JIeBaHNS:

* XPOHMYECKOEe BOCIaJleHue OpOHXUATbHOM CTEHKMU;

* HEBBICOKUIA, HO U HEe HYJIEBOM PUCK Pa3BUTHS TSIKe-
JIBIX ¥ XKU3HEYTPOXKAIINX 000CTPEHUI M SKCTPEHHBIX
TOCTIMTAIA3ALIAN;

* MpobsiemMa paclIMPeHUsI CIIEKTpa MPUYMHHBIX aJljIep-
T€HOB U TPUITEPHBIX (haKTOPOB 00OCTpeHuii [3, 5].

C Ipyroii CTOPOHEI, TIPU CTEPTOCTU M OTHOCUTETHLHOM
PEIKOCTA CUMITTOMOB CHIXKAETCS MOTHBAIIMS ITAIITICHTOB
K peryJsipHoOMy 00C/IeI0BaHUIO (KaK (PyHKIIMOHAJIbLHOMY,
CITUPOMETPUIECKOMY, TaK U aJIEPTOJIOTMYECKOMY, B BUIIE
KOXHBIX MPOO WM aHaIM3a KPOBU) 11 OObEKTUBHOMU
OLIEHKM CTEIeHU KOHTPOJISI HaJ 00JIE3HbIO U pucKa Oy-
IyIIUX 00oCcTpeHuit [5—7].

J71sT IpaKTUKYIONIETO Bpada IIepBUYHOMN U TIEPBUYHOMN
CITCLIMATTM3NPOBAHHON MEIUIIMHCKON ITOMOIIIY TTAlIMEeHTHI
¢ nerkoii BA, ocobeHHo mogpoctku 12—17 net, TakxKe
MOTYT MPEACTaBISITh €CJIM He MpobeMy, TO KaK MUHU-
MYM «TOJIOBOJIOMKY». OTO BbI3BAHO OTHOCUTEIbHOM pell-
KOCTBIO ¥ HEPETYISIPHOCTBIO TUCITAHCEPHBIX OCMOTPOB,
oOpalleHreM Jallle BCETO B COCTOSTHUM O0OCTPEHUSI VTN
npuctyna bA, ci1aboit ocBe1OMIEHHOCTBIO OOJIBIINMHCTBA
MalMeHTOB B HOMEHKJIAType UCITOIb3yeMbIX TTPOTHBOBO-
CITAJIMTENIBHBIX CPEACTB, HePEIKO ITPON3BOILHBIM U3Me-
HEHMEM pexkuMa J03MpoBaHUs TipermapatoB [7—9]. s
MalMEeHTOB C Jierkoil BA, 0cOOeHHO C MPOJOIKUTENbHbI -
MU TIepUOIaMU MUHUMAJIbHOM aKTMBHOCTH 3a00JIeBaHUS
(HanpuMep, Mpu atonuueckoit BA ¢ ceHcubuuzauuen
K MBUIBIIE PACTEHUIT), OoJiee XapaKTepHa HEYIOBJIETBO-
pUTeNIbHAs TeXHUKA UHTAISILIMU, CTPeMJIEHUEe K MUHU-
MU3aIMU TPOTUBOACTMATUIECKUX MAHUITYJISILIVI, MEHEe
YeTKOE MPeICTaBlIcHNe O PAaHHUX IIpU3HaKaX HAUMHAI0-
merocst oboctpeHust BA, crpeMiaeHne UTHOpUPOBATh WA
HeIO0OLIEHMBATh CUMITTOMBI 3a0oJieBanus [2, 5, 8]. [1pu
5TOM B paMKaX YTBEP>KICHHBIX KIIMHUUECKUX PEKOMEH-
AL Bpa4 pacrioiaracT IIMPOKUM BEIOOPOM BapHUAHTOB
0a3MCHOM Teparuu, BKJIUalollel B T. 4. UCIIOJIb30BaHUE
dbopmoTtepona / OyaecoHuaa Mo TpebOBaHUIO, TPUMEHE-
HME MOHTeJIyKacTa, KOTOPbIif 001aaeT orpaHuYeHHBIMU
1 HEYHUBEPCATbHBIMU JOKA3aTeIbCTBAMU IIPOTUBOBOCIIA-
JIMTENbHOM akTuBHOCTH [10].

Monotepanust Hu3kumu go3amu ul'’KC HeuacTo pac-
CMaTpUBaETCsT BpayaMU KaK MMPUOPUTETHBIN BBIOOD, B TO
BpeMsI KaK Ha ITpaKTHKe TOCTYITHBI ITpeTiapaThl, 00J1amao-
1M BBIPAKEHHBIM ITPOTUBOBOCITATIUTEIbHBIM ICHCTBUEM,
HU3KUM PUCKOM HekeaTeabHbIX siieHuit (HA) u Bo3-

MO>KHOCTBIO TTOBBIIIAIOIIETO MPUBEPKEHHOCTD JICYSHUTO
JIO3UPOBAHUSI OMHOKPATHO B CYTKU [35].

Lukneconun (MoeKyna-TpeaieCTBEHHUK BICOKO-
aktuBHoro aronucta 'KC-penentopoB ne3UMKIeCOHU A,
KanuHuYeckas 3¢p¢GeKTUBHOCTh KOTOPOIO J0Ka3aHa KakK
T10 pe3yJibTaTaM KIMHUYECKUX UCCIIeI0BaHMI, TaK U B pe-
aJIbHOM TIpaKTHKeE) TIPEICTaBIICH B HaIlleil cTpaHe oTeue-
CTBEHHBIM MEIKOIMCIIEPCHBIM IIperapaToM AcManno®
Diip B hopMe 103MPOBAHHOTO a3PO30JIbHOTO UHTAJISITO-
pa (JIAN) (O6G1ecTBO ¢ OrpaHMYEHHON OTBETCTBEHHO-
cthio «[1CK ®apmar, Poccns) [11, 12]. OTmmauTebHOM
0COOEHHOCTBIO 3TOTO JICKAPCTBEHHOTO IIperapara sBJisi-
eTCs AETIO3ULIMS, B T. U. B MEJIKUX IbIXaTEIbHbBIX TYTIX —
yJacTKe pecrpaTopHOTrO TPAKTa, KOTOPBIN aKKyMYJIUPYeT
IIPOBOCTIAJIUTEIbHBIC MMMYHOKOMITETEHTHEIC KJIETKU,
00ecrieYnBaeT 3HAYUTENBHYIO «IUIOILAAb KOHTAKTa» OPOH-
XUAJbHOTO 3MUTEJIMSI C adpoajiepreHaMu 1 MOJITIOTaH-
TaMM, a TaKxe co3iaet 6osee yeMm 80 % cONpoTUBICHUS
BO3IYIITHOMY IIOTOKY Ha BBIIOXE, MHOTIA O¢3 3HAUMMBIX
W3MEHEHUI aycKynbTaTuBHOI KapTuHbl [13]. [Tpenmnona-
raeTcsl, YTO JUIsI TOAPOCTKOB C MPOSIBICHUSIMU CUMIITOMOB
BA nerkoii u cpegHelt cTeneHu TSKeCTH UCTTOIb30BaHe
HU3KUX U CPETHUX 103 INKICCOHUIA TO3BOJIUT JOCTUYb
KOHTPOJISI Haf 3a00JieBaHUEM TIpY Ha3HAYCHUUW MOHO-
tepanuu ul'KC; aTo cornacyercs ¢ pe3yibTaTaMu paHee
ONyOJIMKOBAaHHBIX UCCJIEIOBAHUI B peaIbHOM KITMHUYE-
CKoI1 mpakTuke [14].

Llenpio mpencTaBIeHHOTO MHOTOIIEHTPOBOTO MCCIe-
JIOBaHUS SIBUJIACH OLIeHKA 3((PEKTUBHOCTU Pa3HbBIX PEXKU-
MOB ITPMMEHEHMS Mpernapara nukiecoHus B opme JTAU
80 MKT B IOCTIKEHUM U YAepKaHUM KOHTPOJS Ham BA
Y TIOAPOCTKOB C MCXOIHO HEKOHTPOJIUPYEMBIM TeUCHUEM
3a00J1eBaHUSI.

MaTepMan bl U MeTOAbI

B teuenue mapra 2025 r. B 14 nenTpax (cM. pasnen «bia-
roJapHOCTH») 5 (peaepabHbIX OKPYTOB MPOBEAEHO MHO-
TOIIEHTPOBOE OTKPHITOEC MCCIICIOBAHUE IT0 OLICHKE 3(h-
(EeKTUBHOCTH ITUKJICCOHMIIA.

B uccnenoBaHue ObLIM BKIIOUEHBI MALIMEHTHI (1 = 129;
cpenHuii Bo3pact — 14,2 = 1,7 (12—17) roga) MykCKOro
(69,8 %) 1 XeHCKOTO ToJia ¢ HEKOHTPOJIUPYEMOM JIETKOI
aTONMMUYECKOl (OBITOBAS, AMUACPMaTbHASI CCHCUOMT3a-
LY, y YacTH AeTel — K MbUIbLE AepeBbeB) BA.

B cooTtBeTcTBHMY € YTBEpXKICHHBIMA MIHHUCTEPCTBOM
3npaBooxpaHeHus Poccuiickoit ®enepanuu Kionanye-
CKMMHU peKoMeHaauusMu 1o bA B paMKax nmpoTokoJa
MPOBOAWIIMCH MPOLIEAYPHI, KOTOPbIE SIBJSTUCH KOMITOHEH-
TaMW PYTMHHOTO IMCTaHCEPHOTO HAOIOACHUS 3a IO/~
POCTKaMHM ¢ HEIOCTATOUYHO KOHTPOJHUPYEMbIM TCUCHUEM
3aboneBanus [10]. Llukiieconna Ha3HAYaICs B COOTBET-
CTBUM C YTBEPKIAEHHOI 0011Iel XapaKTepUCTUKOM JieKap-
CTBEHHOTO Tperapara.

IMaumeHTaMu ¥ / WK UX 3aKOHHBIMU TIPEICTaBUTE -
JISIMM TIOAITMCHIBAJIach yIIpoIieHHas opma nHGOPMHU-
POBaHHOTO COTJIacHs Ha UCMOJb30BaHUE 00E3IMUEHHBIX
MEIUIIMHCKUX TaHHBIX IJI1 HAYIHBIX 1Ie/Iei.

Bce Bpaun-uccienoBaTeu MpUaepXKUBAIACH IIPUHITN -
OB KAYECTBEHHOM KJIIMHUYECKOM IMPAKTUKA U MEP 10 3a-
LIUTE TTePCOHAIbHBIX JAHHBIX MAlIMEHTOB, BKIIOUEHHbIX
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B ucciaenoBaHue. OOLINIT MPOTOKOI UCCIIEIOBaHMS U CITHU -

COK y4acTBOBABIIMX Bpaueil yTBePKIEHBI JIOKAIbHBIM

stmyecknM KomureToM CanKT-IleTepOyprckoro rocymap-

CTBEHHOTO OIOIKETHOTO YUPEXKICHUS 3IPaBOOXPAaHECHUS

«JleTckast roponackasi HOJIUKIMHUKA No 44»,

Kpumepuu eéxarouenus B uccieqoBaHueE:

* yCTaHOBJICHHBIN > 18 Mec. Ha3am quarHo3 BA ierkoro
TEUCHMUS,

* MPU3HAKW HEMOJHOTO KOHTPOJISI Hal 3ab0jeBaHeM
(oLleHKa MO BOMPOCHUKY [100a/IbHO MHULIMATUBBI
1o BA (Global Initiative for Asthma — GINA) > 1 6aia,
10 TecTy 1o KOHTpoJito Hax BA (Asthma Control Test —
ACT)) < 20 6annoB) Ha Busure 1.

Kpumepuu neexarouenus:

* IIpUMEHEHUE B KauecTBe 0a3MCHOI Teparuy JIF000Tro
13 TeHHO-MHXEHEPHBIX OMOJIOTUIECKUX ITPerapaToB,
cucreMHbIx ['KC;

* acTMaTMYECKMI CTaTyC B aHaMHe3e, He3aBUCHMO
OT BO3pacTa;

* IOTPeOHOCTH B OKCTPEHHOM TOCIIMTAIN3ALINY B CBSI3U
¢ oboctpeHneM BA wnu Mcrosb30BaHUEM BbICOKUX
no3 ul'KC, wiun kom6bunauuu cpenHux no3 ul' KC
C IUTUTEIbHO AEHCTBYIOIMMU [3,-arOHUCTAMHU / TH-
oTporus 6pomuoM B TeueHue 1 roga nepen Busu-
ToM 1.

151 Kaxkaoro U3 BKIIIOYEHHBIX B MCCIIe0OBaHUE TTa-
LIMEHTOB MPOTOKOJI Tpoposkaics 3 mec. (90 + 7 nHeit).
Ilepuron cObopa naHHBIX B paMKax MCClIe10BaHUSI TIPOI0I-
xKaiest ¢ 01.03.25 mo 01.08.25. B xone HaGmoneHus na-
LIMEHTBI TPVKIIBI COBEPIIAJIA BU3UTHI K HAOTIOIAI0IIEMY
Bpauy. CpoKU 1 Ipoleayphl 00CIeI0BaHUI IIpencTaB-
JIeHbI B TA0. 1.

K Busuty 2 3aBepluunim uccienoBaHue 8 maiueHTOB:
TiepeBeeHbl HAOTIOMAIOIIMM BpauoOM Ha KOMOMHUPOBaH-
Hy10 Tepanuio (n = 5: canmerepon / dayrukazon 100 /
250 Mkr B cyTku (n = 2), dopmortepos / Oyneconun 9 /
320 MKT B cyTKM (7 = 3) B pexknuMe eXXeIHEBHOM TJIaHO-
BOIi Teparuu) B CBSI3U HEMOCTATOYHON KITMHUYECKOH 3¢h-
(beKTMBHOCTHIO IIMKJIECOHUAA; He SBUJIMCH Ha TUTAHOBBIN

ocmoTtp 3 maumeHTa. K Busurty 3 He oTMeueHoO ciayvyaeB
KJIMHUYECKON Hea(PDEKTUBHOCTU LIMKJIECOHU A, OMHAKO
elle 5 MalreHTOB BEIOBUTHM 13 UCCIICIOBAHMS 10 aIMUHU -
CTPaTUBHBIM MPpUYMHAM (TIOTepsT KOHTaKTa / repeesn /
OTKa3 OT y4acTus).

TakuM 06pa3oM, MOJHOCTHIO 3aBEPUININA ydyacTue
(90 & 7 nneit) 116 (89,9 %) mauyeHTOB, YTO COCTABISI-
€T penpe3eHTaTUBHYIO U IPUTOIHYIO JUIST aHAJIN3a YacTh
IPYTIIbl BKIIOYEHHBIX.

ITo naHHBIM paHee MTPOBEIEHHOTO, HEPEIKO MOBTOP-
HOTO, aJJIeProJOTrNYecKOro o0ciIeaoBaHMs (IaHHBIC
KOXHBIX aJUIEPTOJIOrMUEeCKUX TIPo0 U crienpUuIecKmux
IgE chiBOpOoTKM KpOBU MPpU MOMOIIU Pa3IUUYHbBIX TECT-
CHCTEM) Y BCEX BKIIIOYEHHBIX B MCCIIeOBaHKE TAIIMEHTOB
YCTaHOBJICHA KIIMHUYECKN 3HAUMMasT CCHCUOMTN3aIINs
K MHTAJISIIIUOHHBIM aJlJIepreHaM:

+ kiely nomanrHei neu — 53 (41,1 %);

« noMatuHss nbutb — 71 (55 %);

« xomku — 84 (65,1 %);

« cobaku — 38 (29,5 %);

* 1IecHeBble ayutepredsl — 19 (14,7 %);

* mbuUIblia gepeBbeB — 49 (38 %);

+ Jpyrue BUIbI MbLTbIBLI — 39 (30,2 %) maiueHToB.

VY GonblIMHCTBA AeTel pecripaTopHasi ajljieprust Oblia
TOJIMBAJIEHTHOM.

Y Bcex MalMreHTOB BHITIOJHSUIMCH (DyHKITMOHATbHBIE
HCCIIeIOBaHNS Ha Pa3IMYHBIX CePTU(DUIINPOBAHHBIX 1 10-
MYIIEHHBIX K MCTIOJIb30BAHUIO B MPAKTUYECKOM 3IPaBO-
OXpaHEeHMU criipoMeTpax. JIJist OlleHKM TMHAMUKU B XOJIe
HaOJII0IEHUSI UCTIOTB30BAIMCH TTOKa3aTem oobemMa (op-
CMPOBAaHHOTIO Bbimoxa 3a 1-10 cexynuay (OPB)) B abco-
JIIOTHBIX 3HAYEHUSIX U TIPOIIEHTAX OT TOJDKHOTO (MCITONb-
30BaJiiCh HOpMaTuBbl 110 P.D. Knemenmy nu H.A.3unvbep,
1994), a Tak:ke onpenesijaach 10Js NMalMeHTOB, Y KOTO-
PBIX TIOCJIe UHTANISIIIMU canboyTtamoria (400 Mr) pe3ynbraT
ODB, usmenuica Ha > 12 %, (monoxurenbHas npoda
¢ canbbyTamosniom). B aBTOpcKoOM BOITPOCHUKE YUYUThIBA-
JIUCH CITEKTP CEHCUOMIM3AIMK TTAlIMEHTOB (CTIeNalb-
HO ObIIa BBIIEJICHA TTOATPYIINA CEHCUOMIN3NPOBAHHBIX

Tabauua 1

Cpoku npoeedeHust 8U3UMO6 U GbINOAHEHHbLE UCCAC008AMEAbCKUE NPOUedyPbl

Mokasatenb

Cpok, oHu
OGBLEKTUBHBII 0CMOTP
Cnmpometpus, TecT ¢ canb6yTamonom 400 mkr
Ouenka:

* ACT

* GINA
ABTOpPCKMIA BONPOCHUK N0 060cTpeHnsam BA
Ouenka HA
Knununyeckwit aHanu3 kpoBu*

Koppekuus Ao3bl uMkneconmaa*™

Buaut 1 (BKnioyeHue)

0
+

+

Table 1
Visit schedule and study procedures

Buaut 2 Buaut 3 (3aBepienme)
42+5 9047

+ +
+ +
+ +
+ +
+ +
+ +

+
+ +

Mpumeyanve: GINA (Global Initiative for Asthma) - nobanbHas uhuumaTva no GpoxxuansHoit actme; ACT (Asthma Control Test) — Tect no koHTpontio Haa GpoHxuanbHoll acTmoit; HA — Hexena-
TeNbHbIE SBNEHNS; * — C pacyeTom abconioTHOT YKCna 303HOGNNOB; ** — ANs NALNEHTOB, JOCTUTLLMX KOHTPONS HaZ BPOHXMANbHOM acTMON.

Note: *, with calculation of the absolute eosinophil count; **, for patients who have achieved asthma control.

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/
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K MbUIbLIE AepeBbeB (1 = 52), Hanuuue odbocTpeHuii bBA
1 VX BEPOSITHAS TIPUYMHA (KOHTAKT C aJJIEPTEHOM, SITH30]T
ocTpoii pecrimpaTopHoii nHbeknuu (OPN), pusnueckas
Harpy3Ka Wwin 1pyroe) B ce3oHe 2024 r. (1o JTaHHBIM aMOy-
JIATOPHOM KapThl) U 3a HEAEJIU, TIPOIIEeIIINE C TTPEAbIAY-
IIETO BU3UTA (IHEBHUK CAaMOHAOJIONCHYSI B HACTOSIILIEM
nccaenoBannu). Kpome Toro, yamuteiBaaInuch moTpeOHOCTh
(4mrcio mHei UCITOIb30BaHMsI) B KOPOTKOACHCTBYIOIINX
B,-aronucrax (KIBA) B dhopme JIAU u / nnnm yepes He-
Oynaiizep, a TakKe HaJIMure v JITUTeTbHOCTh TOCTIUTAII -
3allMil B CBSI3M ¢ cuMnToMaMu BA.

ITon o6ocTpeHuem BA B pamKax HaCTOSIIIETO TIPOTO-
KOJ1a TOHUMAJIMCh CJTydyaud FOCIUTaIu3alu, BHEIJIaHO-
BOTO aMOyJIaTOPHOTO BU3WTa K HaOJIOaI0EeMy Bpavy,
BBI3BaHHBIC CUMIITOMaMK BA, mpuMeHeHMsT HeOyaiise-
pa ¢ KJIBA 1 OyaecoHnIoOM KypcoM > 2 CYTOK, a TaKKe
MOTPeOHOCTh B HEMpPepbIBHOM Hcronab3oBaHu K/IBA
B hopme JIAU kypcom > 3 gueit. Hanuuue v yucio o6o-
cTpeHnit BA MO0 COBOKYITHOCTHY C JAaHHBIMH CITIPOME-
TPUU U OOBEKTUBHOTO OCMOTpA CIYXKUJIM OCHOBOM IS
MPUHSTUS JIeYalllM BpauyoM pelIeHus1 00 UCKIIOUeHUUN
13 HACTOSIILIETO UCCIIEOBAHUS U TIepeBojie Ha 0a3UCHYIO
tepanuio 6osee Bbicokoi crtynenu (M’ KC B cpenHux
1103aX B KOMOMHALMK C JUTUTEIBLHO AEHCTBYIOLIMMHU [3,-
aroHUCTaMu).

Ha Busute 1 Bcem mauueHTaM HazHavyajucs LUKIIE-
conup B popme AN 80 Mkr 1o 2 1036l B AeHb (160 MKT
B cyTKH). B pamkax Busura 2 Ha OCHOBaHMU JaHHBIX
aHaMHe3a, 00beKTUBHOTO OCMOTPA U CITUPOMETPUIECKO-
ro ucciaenoBanus ¢ TectoM ¢ KIIBA Bpau MOT MpUHSTH
peleHne o mepeBoe MalreHTa Ha 1 103y B IeHb (11~
kiecoHun 80 MKT B CyTKM); IJisl TIOATPYTITIBI MAIMEHTOB,
y KOTOpBIX Tocjie Buzura 2 no3upoBka Obljia CHUXKEHA,
BBIMOJIHEH cyOaHa/Iu3 CTENeHU KOHTPoJisl Haa BA (maH-
Hbie BompocHUKOB GINA 1 ACT Ha Busute 3), uncia
JIHEeW 3KCTpeHHbIX nHraisiuuii KJIIBA, mpomycKoB 1IKOJIbI

A
100

95,7
80 11,1
60
%
40
20
0
0

Buaut 1 Buaut 2 Buaut 3

n3-3a cuMnTomMoB BA, yncna o6ocTpeHuit U pe3yabTaToB
CITUPOMETPUU.

Ha xaxxmoMm BU3UTE BHITIOJTHSIJICS OOBEKTUBHBIN OC-
MOTp, B paMKaxX KOTOPOTO CMELUalbHO BBIACISIINCH
MPU3HAKU CUHAPOMA OPOHXMATbHON OOCTPYKILIMU; 3a-
nosHstiuch BonpocHuku GINA u ACT, pesynbrat pac-
CUnTHIBaJICA B O0aiiax. [1pu pe3yiabTaTax mo BOIPOCHUKY
GINA 0 6autoB 1 ACT > 20 6aioB, a TAaKKe B OTCYTCT-
BUE OTKJIOHEHUI MPU ayCKyJIbTALIMU U 1O JaHHBIM CIH-
poMeTpuu (GPUKCUPOBATOCH KOHTPOJIUPYEMOe TeueHre bA.

VYuuTtsiBanuck ao6bie HA, 0 KOTOpBIX MalMeHToOM Win
POIUTENISIMU COOOIIANIOCHh Ha BU3UTAX WX YKA3bIBAaJIOCh
B IHeBHMKaX. X Bo3MoHasl CBSI3b C MPOBOAMMOI Tepa-
MKei OlLIeHUBaJIaCh U COOTHOCUIIACH C YTBEPXKAEHHOU Mu-
HHUCTEPCTBOM 31paBooxpaHeHns Poccuiickoit Denepaimm
OO011eii XapaKTepuCTUKOI JIeKapCTBEHHOTO TIperapaTta
LIMKJIECOHU.

PesynbraThl uccaenoBaHUS aHATU3UPOBAIUCH MPU
ITOMOIIM KOMITBIOTePHOM IIporpaMMmsl Statistica for
Windows 10.0 (StatSoft Inc., CIIIA). KonuyecTBeHHBIC
MoKa3aTe/Iu MPOBEPSIMCh HA HOPMAJIbHOCTD pacmpee-
sgenus (kputepuit lllanupo). Pe3yapTatsl B BBIOOpPKax
C HOPMAaJIbHBIM pacrpeaeaecHeM TIpeACcTaBICHBl B BUIC
cpemHero (M) 1 ero cpeqHEeKBaIPaTUIHOTO OTKJIOHEHUSI
(£ 0), B MHBIX clTyYasix — B BUJe MeauaHbl (Me) 1 KpaliHUX
kBaptuiieit (Q25; Q75). Iyist olleHKU pa3Iuduil UCTOJb-
30BaH HellapaMeTpUIeCKUii Kputepuii MaHHa—YUTHU
(U-xpurepuit), CTaTUCTAYECKNA 3HAYMMBIMU CUUTATINCh
paznuums npu p < 0,05.

Pesynbrathl

B Xo11e KOppeKLUU TeEPATIUU OIS TIALIMEHTOB, JOCTUT-
X KOHTPOJIIMpyeMoro TeueHns BA, B TeueHne neproaa
HaOIIONeHNS YBEININBajaach, K Busury 2 cocraBus 94
(77,7 %), x Busuty 3 — 111 (95,7 %) yenoBexk (puc. 1A).

B
2,5 30
20 25
20
1,5
=
é 15
1,0
10
0,5 5
0 0
Buaut 1 Buaut 2 Buaut 3
0 GINA —o— ACT

Puc. 1. luHamMuKa A0 MALIMEHTOB C KOHTPOJMPYEMbIM T€YeHUEM OPOHXMAbHOI acTMbl (A) U cpeqHel oLeHKHU (B Oajuiax) pe3yJibTaToB BO-

npocHukoB GINA u ACT (B) no Busutam

[Mpumeuanue: GINA (Global Initiative for Asthma) — I'nmobanbHast *HULIMaTUBa 110 6poHxuanbHOI act™me; ACT (Asthma Control Test) — TecT 110 KOHTPOJIO

Haj OPOHXMATbHON aCTMOM.

Figure 1. Changes in controlled asthma patients’ proportion (A) and mean scores of GINA and ACT (B) questionnaires by visit
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V 5 naumeHToB, COXpaHSIBLIIUX HEMOJHBIA KOHTPOIb HaJ
BA 1mo naHHBIM BOnmpocHUKOB K Busuty 3, He npoje-
MOHCTPUPOBaHbI NPpU3HAKN 000CTpeHus1 BA npu 00b-
€KTMBHOM OCMOTPE WJIM IO JaHHBIM criupomeTpuu. MH-
TEPECHO, YTO CPEIHUE 110 IPYIINe 3HAUECHUS Pe3yJIbTaTOB
BorpocHrKa ACT mocTHraii TAKOBBIX, OLIEHMBAEMBIX KaK
«koHTponupyemast bA» (20 6amtoB), panblie (kK Busuty
2), 4eMm cpenHsist olieHKa 1o BorpocHUKY GINA (0 6an-
JoB) (k Busury 3) (cMm. puc. 1B).

Kak BugHO M3 TaHHBIX, TIPEACTaBICHHBIX Ha pucC. 1,
y TALIMEHTOB C UCXOMHO HEKOHTPOJIMpyeMoit BA Koppek-
LIWST TepaK ¢ TIEPEBOIOM Ha PETYJIIPHOE POAKTUBHOE
Ha3HauyeHMe MTPOTUBOBOCTIAIMTEILHOIO Mpenapara, 1axe
B HU3KUX [103aX, OXUAAeMO MPpUBEIa K CTaTUCTUIECKHU
3HAYUMOMY YBEJIMYCHUIO TOJIHU MAllMeHTOB, TOCTUTIINX
KOHTPOJIST Haz 3aboneBaHueM. [Ipu aToM yiydieHue mo-
Kaszareseit mo BornpocHUKy ACT okazanoch 6oJiee ObICT-
PBIM IO CPAaBHEHMIO C TAKOBBIM 10 JAHHBIM BOITPOCHUKA
GINA (ocHOBHBIM (paKTOPOM, KOTOPBII OKa3ajl BIUSHIE
Ha pacXoXIeHUE Pe3yJbTaTOB OLICHKMW KOHTPOJIS, OblIa
MOTPeOHOCTH B OKCTPEHHBIX TIpernaparax).

B tabs. 2 mpencrabieHa nuHaMUKAa Pe3yJIbTaTOB OLIEH-
ku ripu iomoin BorpocHUKoB GINA n ACT, uncia qHeit
MMOTPEOHOCTH B 3KCTPeHHBIX npenapaTax (kak KJIBA
B ¢popMme JIAU, Tak u HeOynaii3epHOi Tepanumn) U Yrcia
JHEH TIPOITyCKa LIKOJIBI JAJIS TTOATPYIIT HallMeHTOB, CEH-
CHOMIM3UPOBAHHBIX K MBIIBLIE IEPEBhEB U JINII O3 TAKOI
ceHcmOumm3auuu (cM. Tadd. 2).

Kaxk BuaHO M3 maHHBIX, MPEACTaBIEHHBIX B Ta0JI. 2,
CYILIECTBEHHBIX Pa3IUYUii MO M0Ji€ MAlIMEHTOB C KOHTP-
ONIMpyeMbIM TeueHHeM BA, yacToTe Mcoib30BaHUs 3KC-
TPEHHBIX TIPETTapaToOB W ITPOITYCKOB IIKOJIBI MEXKTY IO~
IpymIiaMu B 3aBUCUMOCTH OT HaJW4Msl CEeHCUOMIM3aLNU
K IbLIbLIE IEPEBBEB HE MOJYUYEHO, 3a UCKIIoUueHueM Me
MIPOIOJIKUTEIEHOCTU SKCTPEHHOM Tepanuy Mexxay Busu-
TaMU 2 1 3, e pa3Inyus TOCTUIIIA TPAHULIBI CTAaTUCTYE-
ckoii 3HauuMocTu. [1pu 3ToM B 00C/IeI0BaHHOI BHIOOPKE
B 1ejoM K Busuty 2 u nanee — Kk Busuty 3 cHuxanace
IIOJISI JINLI, KOTOPbIC BOOOIIE HYKIATNCh B UCITOIb30-

BaHUM IIpenapaToB SKCTpeHHOoM Tepanuu (75 (62 %) vs
23 (19,8 %); p = 0,001) nim TIpomycKaau KOy U3-3a
cumrtomoB BA (35 (28,9 %) vs 9 (7,8 %); p = 0,02).

JlaHHBIE TI0 T0JIe MAlMeHTOB, Y KOTOPBIX TTOKa3aTe b
O®B, 510 nHransaumMm canbboyramona cocrapnsn > 80 %
a TakoKe JIUII, Y KOTOPBIX TI0CTIe MHTAISIIIUY caTh0yTaMosia
usmenenne O®B, cocraBuno < 12 %, MpeacTaBieHbl
Ha puc. 2 T10 BU3UTAM B BUJIE TUATPAMMEI.

Ha puc. 2 npogeMOHCTpUPOBAHO CTATUCTUYECKU 3HA-
YUMOE yBEJIMUEHUE TOJIN MAlIMEHTOB C UCXOIHO HOPMaJTh-
HbIMK 3HaYeHusAMU ODPB, (¢ 34,9 mo 100 %; p = 0,026)
Y TOJIH JINII, Y KOTOPBIX IIPU BBITIOJTHEHUH TIPOOKI C Callb-
OyTaMoJIOM TOJTyYeH OTpULIATeIbHbIN pe3yabTat (¢ 12,4
10 83,6 %; p=0,0001). Ipu oLleHKE AMHAMUKY CPEIHE-
ro abcomorHoro 3HayeHus OPB B rpynne ot Busura 1
K Busury 3 Takke HaOMI0ga10Ch CTATUCTUYECKN 3HAYM -
Moe yBenndeHue, cocrapupiuee +0,41 £ 0,16 1 (M £ o)
(p=0,041).

B xome mpoBeneHHOTO 00CIemOBaHMS y BCEX IMallM-
€HTOB B aKKpeAUTOBAaHHbIX JIJaOOpaTOPUsIX TMpU jeued-
HO-TIPOMGUIAKTUYECKUX YUPEXKACHUSIX TPUKPETICHUS
BBITIOJTHSUTMCH KIIMHUYECKUE aHATM3bl KPOBU C PACUETOM
abCOJIIOTHOTO YMcia 303MHOMUIIOB ABaXabl — Ha Bu-
3ute 1 n yepe3 12 Hen. — Ha Busure 3. YuuteiBas, 4To
pedepeHcHOe 3HaUeHMe 3TOro MoKasartess 11 MalueH-
TOB ctapuue 12 et (He3aBUCUMO OT T0Ji1a) — B TIpeesiax
0—500 k1. / MK, ToTydeHHbIe Kak Ha Busute 1 (Me — 310
(180; 500)), Tak u Ha Busure 3 (Me = 290 (150; 450))
pe3yabTaThl He yKa3bIiBajau Ha 203MHOGUINIO TIepude-
puYecKorii KpoBu (CM. puc. 3).

Kak BugHO M3 maHHBIX, TIpeACTaBICHHBIX Ha puC. 3,
TTOJISI TTAITMEHTOB, Y KOTOPBIX a0COIIOTHOE YK CIIO 303MHO-
¢u10B peBbIIIaT0 HOpMaIbHbIe 3HAUEHMSI, COCTaBIIsIIa
< 25 % na Busute 1 1 cHusmiack K Busury 3. [1pu atom
Hu Ha Busute 1, Hu Ha BusuTte 3 y nalmeHTOB He Tpo-
JMIEMOHCTPUPOBAHO KOPPEIISIIIMKA MEXIY COAepKaHUEM
903UHO(MUIIOB U MOKa3aTeJsIMU KOHTpoJist Hag BA (pe-
3yabTathl BOpocHUKOB ACT u GINA) (r=0,19), a Takcke
pesynbratamu O®B, 10 MpoObl ¢ GPOHXOIUTUYECKUM

Tabauua 2

ﬂllHaMlllC(l nokazameaeil KOHmpOoasa Hao 5p0qua./le011 acmmoii 6 3a8UcCUMOCMU OM HAAUMUS cencuﬁuﬂwauuu

K noLible oepesves
Table 2

Changes in the asthma control indicators depending on the presence of sensitization to tree pollen

Mokasatenb

Yucno naumenToB

3 Hux c koHTponupyemoit BA*, n (%)

Buaurt 2
JkcTpeHHas Tepanus BA, uicno gei, Me (Q25; Q75)
Mponycku wkonbl u3-3a BA, yucno aHei, Me (Q25; Q75)
Yucno nauvenTos
3 Hux ¢ koHTponupyemoit BA*, n (%)

Buaut 3

JKcTpeHHasn Tepanus BA, uncno ateit, Me (Q25; Q75)

Mponycku wkonbi u3-3a BA, yncno ke, Me (Q25; Q75)

‘ CeHcnbunmuaaums K nbinbLe AepeBLEB: ‘

‘ eCcTb ‘ HeT ‘ &
49 7
39 (79,6) 55 (76,4) 06
14,5 (9; 18,5) 15 (9,5; 17,5) 0,4
7(5,5; 10) 7,5 (6; 1) 0,7
47 69
44 (93,6) 67 (97,1) 0,37
8(2;9,5) 5(0; 6) 0,042
4(0;5) 3(0;5) 05

Mpumeyanve: BA — 6poxxuansHas actma; GINA (Global Initiative for Asthma) - MobanbHas uhuumaTvsa no GpoxxuansHoit actme; ACT (Asthma Control Test) — Tect no koHTponio Had GpoHx-
anbHoI acTMOlA; * — nawveHTsl, y koTopbix oueHka no GINA cocrasuna 0 6annos, no ACT -2 20 bannos.

Note: *, patients with a GINA score of 0 points and an AST score of 2 20 points.
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p =0,0001 100 &

r

p=0,026

82,6

34,9
. .

Buaut 1

= OB, >80%,

01K

Buaut 2

[0 NpobbI ¢ GPOHXONUTHYECKUM NpenapaToM

Buant 3

= Mpupoct OB, <12%

Puc. 2. luHamuKa 10J1 naunreHToB (% + cpelHee KBaapaTUUHOE OTKJIIOHEHME), MTOKa3aTesib 00beMa (hOPCUPOBAHHOTO BhIIOXA 3a 1-10 CEKYyHIY

110 MHTAJISILIK OPOHXOJUTUYECKOTO TperapaTa y KOTopbix coctasisii > 80 %

400 MKT 1IOoJTy4eH OTpULIATEIbHBII pe3ysIbTaT, 1o BU3UTAM
Mpumeyanue: OPB, — 06beM HOPCUPOBAHHOTO BbLIOXA 34 1-10 CEKYHIY.

U JIULI, Y KOTOPBIX P BBITIOJHEHUU MPOOKI C CaTbOyTaMOIOM

JOTK.

Figure 2. Changes in the proportion of patients (% =+ standard deviation) whose forced expiratory volume in the first second before inhalation of
a bronchodilator drug was > 80% of the expected value, and individuals who had a negative result of the test with salbutamol 400 ug, by visit

600

310 (180; 500)

500 290 (150; 450)

400
300

200

100

Busut 1

Busut 1

Puc. 3. Menuana u KpaiiHue KBapTHJIM aOCOIIOTHOTO YUCIa S03UHO-
o nepudepuyeckoii KpoBu Ha Busurax 1 u 3 y obGciie10BaHHBIX
MAIUEeHTOB

Figure 3. Median and lateral quartiles of absolute blood eosinophil
count at Visits 1 and 3

npemnaparom (» = 0,07) unmu npupocrom OPB, noce mpo-
ob1 (r=10,24).

B xone uccrenoBaHus TUIAHOMEPHO CHIZKAJIOCh YKCIIO
IHE, Koraa mareHTaM ObUTH HeOOXOIMMEI JO3UPOBaH-
HbI€ a3PO30JIbHbIE MHTAISATOPbl 9KCTPEHHON MOMOILIN
(canbbyTamMo, JeBocanb0yTaMos, (peHOTePOs + umpaTpo-

st 6pomu) win Hebynaiizep. [loTpe6GHOCTD B MCTIONb-
30BaHUM SKCTPEHHBIX MHTATSILWN (YMCIIO0 THE) 3a TIpe-
[IECTBOBABILME BUBUTY 6 Hel. (IO BU3UTAaM) Y TAlIUEHTOB,
TOJTHOCTHIO 3aBEPIIUBIINX BECh TIEPUO/ HAOTIOACHMUS,
npencTaBieHa B Ta0I. 3.

Takum obpaszom, 151 BCEl IPYIIBI B LEJIOM U JIJIs
TTOATPYIIIN MAllMEeHTOB, TIEPEBEICHHBIX Ha MEHBIIIYIO 103y
LIMKJICCOHMA 110 pe3ynbraTaM BormpocHnKoB ACT, GINA
1 KJIMHUYECKOI OlleHKN HabJIIoaomM BpayoM Ha Bu-
3UTE 2 U COXPAHUBIIMX HauyaJbHYIO 103y LIUKJIECOHUA,
MOTPEOHOCTh B BKCTPEHHBIX Tperaparax yMeHbIIajaach
B Xoze HaoOmoneHus (cM. Tabu. 3). Haunnaas ¢ Busnra 2,
y 79 (68,1 %) nanueHTOB MOTPEOHOCTh B 9KCTPEHHBIX
UHTAISIUMSIX Obl1a < 2 COOBITUI B Heaeo, y 31 malueHTa
OTCYTCTBOBaJia BOBCE.

ITpu cpaBHeHUU xapakTepa TeueHUus: bA B moarpym-
rax Tepanuu HukjaecoHuaoM 80 MKT B cyTKu (n = 26)
u 160 Mxr B cytku (n = 90) 3a neproa Mexay Busuramu
2 u 3 (6 Hea.) y MALIMEHTOB, MOJTHOCTBIO 3aBEPILIMBIINX
12-HenenenbHOE yyacTue B UCCIIEIOBAHUM, HE BBISIBIIC-
HO CTaTUCTUYECKU 3HAYMMBIX pa3nnunii. Tak, B 00enx
IpyMIiax HU Y OAHOTO U3 MAllMEHTOB HE OTMEUEeHO 000-
ctpeHuit BA. B moarpyrne nojiydyaBiimx MEHbIIYIO 103y
nukiecoHuna Ha Busute 3 koHTponpyemoe TeueHre bA
coxpaHsiioch y Beex 26 (100 %) maumeHToB (1 manueHT
yTepsiH [JIsI KOHTaKTa). B rpymre nonyyasimx 6osee Bbi-
COKYIO 103y IIUKJIECOHU/IA, XOTsI M He OTMEYaJIOCh CITyyaeB
MOTPeOHOCTH B YCUJIEHUM 0A3MCHOM Teparuu Ui 1moTe-
pY KOHTPOJIST Haf 3a00JIeBaHUEM, KPUTEPUSIM XOPOIIO
KOHTpOJMpyeMoro TeueHusi bA (MpuHSATHIM B paMKax
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Tabauua 3

Yucao oneii (Me (Q,; Q) ucnoavsoeanus sxcmpennvix unzaiauui 3a npeduwecmeyrousue 6 ned. y nauyuenmos,

3asepuuewux 12 neo. uccaedosanus (n = 116)
Table 3

Number of days (Me (Q25; Q75)) of rescue inhalation use in the previous 6 weeks in patients who completed 12 weeks

of the study (n = 116)

‘ Busut 2 Busut 3 ‘ 3HauNMMOCTb pasnuumii, p
Bce nauments! (n = 116) 15 (11; 19,5) 7,5 (5; 10) 0,026
Moarpynna f03MpoOBaHUs, MKF B CYyTKM:
+80 (n = 26) 9(7,512) 5(3; 8) 0,07
+160 (n = 90) 16,5 (11; 20) 9(7;11,5) 0,001

HACTOSIIIETO TTPOTOKOJIa, CM. pa3aes «MaTepuasl 1 Me-
TOObI») K Busuty 3 He cCOOTBETCTBOBAIU 5 MALIMEHTOB
(y 4 u3 Hux ormeuyeH npupoct O®B, > 12 % npu Hop-
MaJIbHBIX UCXOIHBIX 3HAUEHUSIX U Pe3yJIbTaTax BOIIPOC-
HukoB ACT u GINA).

Ha xaxnom Busute oueHuBanuch HS, ykazaHHbie
MaluMeHTaMy U UX POIUTENISIMU, KaK MO JaHHBIM THEBHU -
KOB CAMOKOHTPOJISI, TaK Y IIPY aKTUBHOM HaITPaBJICHHOM
paccrpoce BpauoM-HUCClieIOBaTeIIEM.

Hwu na Busurax 2 u 3, HU TIpu aHanu3e THEBHUKOB
CaMOKOHTPOJISI HU OAMH W3 BKJIIOUYEHHBIX MallMeHTOB
He coo0l11aJl 0 paHee 3aperucTpupoBaHHbIX B OO111ei Xa-
paKTepUCTHUKE JIEKapCTBEHHOTO TIperapara UKJIeCOHNIA
H4 vnun Takux, KOTopble NPeaCcTaBIsSIIOT KIMHUYECKUIA
HUHTEpeC.

O6cyxnenue

B HacTosiiem rccienoBaHUM, BINTOJHEHHOM B ITEPUOIbI
noabema 3adoneBaeMoct OPU 1 akTUBHOrO BhIOpOCA
ITBIIBIIEI IEPEBbEB, B PeaTbHON KIMHUYECKON MpaKTH -
K€ B HECKOJIBKMX HE CBSI3aHHBIX MEXIy COOOI IIeHTpax
OlLIEHMBaJIach KIMHUYecKas a(peKTuBHOCTh Tepanuu BA
LIMKJIECOHUIOM Y IIOIPOCTKOB. B 1eioM maHHbIe 110 3¢-
(PEeKTUBHOCTH LIMKJIeCOHUIA MPpU BA ory0IMKOBaHbI 3HA-
YUTEIBLHO paHbllle U He BBI3BIBAIOT cOMHeHmIi [11, 12, 15],
OITHAKO MO NAHHBIM aKTyaJIbHBIX KITMHUYECKUX PEKOMEH-
ALV cleTaH aKIeHT Ha TTPEATIOYTUTEIHBHOM B KaueCTBe
OasucHol Tepanuu bA Ha3HaYueHUM KOMOMHUPOBAHHBIX
npenaparoB (opMoTepos1 / OyIeCOHMI, B T. Y. B peKUME
«110 TpedoBaHu1o» [10]. Takum oOpa3om, MpeacTaBsIOT-
¢Sl THTEPECHBIMH HOBBIE JaHHBIE UIST 0CO00 YSI3BUMOM
BO3PaCTHOI TPYMIIHI (TIOAPOCTKOB), TTOJIyYeHHEBIE TI0 pe-
3yJIbTaTaM MHOTOIIEHTPOBOT'O UCCIICIOBAHUS B YCIOBUSIX
peaIbHOM KIMHUYECKOM TTPAKTUKMU.

BrIOpaHHBIN TTIeproA TPOBEACHUST UCCIIETOBAHMUS
aCCOLIMUPOBAH C Pa3INYHBIMU BBI30BAMU B yACPKaHUN
KOHTpOJIS HaJ BA y moaApOCTKOB, BKJII0Yasl BLICOKYIO 3a-
o6onesaemocts OPU [16], Bo3meiicTBUe Hecneuuduye-
CKUX MeTeo(aKTOPOB U 3arpsi3HEHNE BO3IyXa ITBUIEBBIMU
yactuuamu (PM2,5) [17], cBSI3aHHBIX ¢ TasTHUEM CHeTa
U CTPECCOBOI HArpy3Koi B TIEpUOI 3aBePIICHUST y4eOHOTO
rona [18]. ¥ Bcex nmamnmeHToB Ha Busurte 1 mpogeMoH-
CTPUPOBAHBI IPU3HAKU OTCYTCTBUSI KOHTPOJISI Hax BA,
YTO OTpaxkaeT HamboJiee pacIpoOCTPaHEHHYIO PAKTUKY
oOpallleHUs 32 KOHCYJIbTallMSIMUA K aMOYJIaTOpHBIM Bpa-
yaM y MalMeHTOB 3TOi Bo3pacTHO rpyribl [5, 10]. Panee

ObLIa ITOKa3aHa KIIMHWYecKast 3((PeKTUBHOCTD IIUKIIECO-
HUJA Y TOAPOCTKOB B CXOXKUX YCIOBMSIX [14], omHAKO OT-
JINYKE TIPENCTaBIEHHOTO UCCIEI0BAHUSI COCTOUT B 00JIb-
1ieM oobemMe BBIOOPKU, O0JIbIIEH MPOIOIKUTETbHOCTU
HaOJIOIEHNST M BO3MOXKXHOCTH KOPPEKTUPOBAHMSI TO3BI
LIMKJICCOHUA I10 pe3yJibTaTaM IePBbIX 6 Hell. Teparuu.

CrnimpoMeTpruyecKre UCCIeIOBAHUS MO0 MOKa3aHUSIM
BXOIST KaK B aKTyaJlbHble KJIMHUYECKHE PEeKOMeH1a-
uuu [10], Tak ¥ B KpUTEPUM OLIEHKU KaueCTBa OKa3aHUSsI
MeIULMHCKOM momonu mauueHTaMm ¢ BA [19], onmHako
yacToTa U CPOKU MPOBEACHUS UCCIEIOBAHUI Y KOHKPET-
HOTO MalMeHTa He perjlaMeHTUPOBaHbI. 3afgaya nmpeacTaB-
JICHHOTO MCCIIEIOBAaHUSI COCTOUT B TIPUBJICUCHU BHIMA-
HUS TIPAKTUKYIOIINX Bpauel K 11eJIeco00pa3HOCTH Oosee
yacToro odcjienoBaHus GyHKIIMU BHEIIHETO AbIXaHUS
WMEHHO Y TOJIPOCTKOB, MepeHeciunx oboctpeHue bA,
0COOEHHO NP CMeHe 0a3MCHOM TepaIlni. YKa3bIBaeTCs
Takke Ha 3HAUMMOE TTOJIOKUTEIbHOE BIUSHUE TUTAaHOBOM
Tepanuy HUMKJIECOHUIOM Ha 3TOT MapaMeTp Y MOAPOCTKOB
¢ BA nerkoii creneHd — HOpMaJIU3al1MI0 UCXOIHOTO 3Ha-
yenuss O®B, 1 yMeHbLIEHUE 10J11 TALIMEHTOB, Y KOTOPBIX
npoda ¢ canpdyTamooM K Busuty 3 6b1a moIoXUTEIb-
Hoii. Takue pe3yabTaThl 111 MpernapaTa, He CoaepKallero
OPOHXOPACILIUPSIIOLIETO KOMITIOHEHTA, MOTYT ObITh 00b-
SICHEHBI B T. U. BIUSTHHEM Ha MEJIKME AbIXaTeIbHBIC ITYTH,
YTO COTJIACyeTCs C paHee OMyOJIMKOBAHHBIMM TaHHBIMU
MEXIYHapOIHBIX U POCCUIACKUX UCCIeNOBaHUI B Oosiee
crapuueit nomyasiuuu [12, 15, 20].

OIHOPOIHOCTH ITOJIYYeHHBIX B Pa3HBIX PEerMOHaX
U pa3HBIX JIeUeOHO-TTPOMUITAKTUUECKUX YUPEKICHUIX
pe3yJbTaTOB MO AOCTUKEHNIO KOHTPOJISI Y MallMeHTOB,
BKJIIOUEHHBIX B IPOTOKOJI B COCTOSIHUM MOTEPU KOHTPOJISI
Haxm BA, TTo3BoJIsIeT paccMaTprBaTh ITOTEHIIMAT MACIIITA-
OMpPYyEeMOCTH M BOCTIPOM3BOAMMOCTH ITOJIyYEHHBIX TaH-
HbIX. BIMsiHMe HU3KUX 103 LIMKJIECOHUIA Ha OBICTPOE M0~
CTUXeHUe KOHTpOoJIs Haa BA (1o JaHHBIM KJITMHUYECKUX
MIPOSIBJICHU 1 BOIIPOCHUKOB), ITOJIOKUTEIBHYIO TIHA-
MMKY CITUPOMETPUUYECKUX MOKAa3aTesIeii IMPOKO U3YYEHO
B TepareBThuYecKoi monyasuuu [11, 12, 15], oqHako nis
MOAPOCTKOBOI KOTOPTHI YMCJIO MOAOOHBIX UCCIeI0BaAHUIA
orpanuueHo. C y4eToM yCJIOBUH pealbHON KIIMHUYECKON
MMPAaKTUKK U OJ1arogapst MpeacTaBIeHHBIM TaHHBIM IO~
YepKUBAETCs BbICOKASI BEPOSITHOCTH OBICTPOTO U IMOJTHOTO
KJIMHUKO-(YHKLIMOHATLHOTO OTBETa Ha Teparuio HUKJIe-
COHUIOM, HEe3aBUCHMO OT IPEIIISCTBYIONICH TepaItnu,
CIIeKTpa aJIePTUIECKOI YYBCTBUTEIIBHOCTH MJIM KOMOP-
ounHbIX BA cocTosIHUMIA.
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HMHTtepecHot HaXOAKOI MpeacTaBIeHHOro MPOTOKOJIa
SIBUJIOCH OTCYTCTBHME 3HAUMMBbIX UBMEHEHU I aOCOTIOTHOTO
colepskaHUsI 503MHODIIIOB ITeprdepruIecKoil KpoBH Y Ma-
LIMEHTOB B XoJe HaOmoneHus. Kak B cutyanuu rnorepu
KOHTpOJISI ITPU JIETKOM TedyeHUr BA B BbIOOpKE, TaK U To-
cJie CTaOMIM3allMU COCTOSIHUS, HE TOJIKO MeJIMaHHbIe,
HO ¥ 3HAYCHUST BEPXHETO KBAPTUJIST YKJIAIBIBAJIUCH B JIa-
O6opaTopHbIit pedepeHCcHBIN nHTepBa (< 500 Ki1. / MKIT),
XOTSI M KoJjiebaluch y BepxHeil rpaHuIIbl HOpMaTHBa,
BHECEHHOTO B aKTyaJIbHbIe KITMHUYECKNE PEKOMEH AN
(300 k1. / MKJT). 3HAUUMBIX PA3TUUNI MEXTY BUSUTAMU,
KaK M KOPPEJSINHU ¢ pe3yIbTaTaMi BOIIPOCHUKOB WUJIN
ToKa3aTeJIIMU CIIMPOMETPUM He moydeHo. 1o pesysbra-
TaM KPYITHBIX KOTOPTHBIX MCCIIENOBAHUI TTOTUEPKUBACTCST
3HAYNMOCTD OIIPEACICHMSI 3TOTO MapaMeTpa, B IIEPBYIO
oyepeapb, y Hanbosee TSKEJBIX MallMeHTOB, OCOOCHHO
y KaHIMIATOB Ha TapreTHYIO Teparuio rmpenapaTaMu rpo-
TUB UHTepelikuHa-5 [21]. BeposiTHO, 3adhukcupoBaHHAas
Hea(pHEKTUBHOCTH MOHUTOPUHTA a0COTIOTHOTO YMCIIA 30-
3MHO(MUIOB MOXKET OBITH BhI3BaHA BKITIOUEHMEM TTAlIMCH -
TOB C JIETKUM TeueHHeM BA 1 OTHOCUTEIbHO HEOOJIbIION
JUTUTETbHOCTBIO HaOmoneHrst. BMecTe ¢ TeM coxpaHeHue
IMoKa3aTeJisl abCOIIOTHOTO KOJIMUYeCTBa 303UHOMUIOB
> 300 xJ1. / MKJI TOAYEpKUBaeT HEOOXOAUMOCTh UMEH-
HO IUIAHOBOM AOJTOCPOYHOM MPOTUBOBOCHAIUTEILHOMU
Teparnuu, a He CUMIITOM-OPUEHTUPOBAHHOM CTpaTeTUN
B BEJICHUU TTOAPOCTKOB JaKe C JICTKUM TeueHreM BA.

B 11e1om mosrydeHHBIE JaHHBIE COTJIACYIOTCS C pa-
Hee OoNnyOJMKOBAaHHBIMU MaTepuajaMy U YKa3aHUSIMU
KJIMHUYEeCKUX peKoMeHaaluii mo BA mo nmpuMmeHeHuo
nuKiIecoHuaa. [1pu 3ToM MmoIydeHbl JaHHBIE, OIarogapst
KOTOPBIM pacIIMpeHa ToKa3aTeIbHas 0a3a 3TOro mpera-
paTa M KOHKPETU3UPOBAHbI KIMHUKO-aHAMHECTUYECKUE
XapaKTepPUCTUKY MAIlIUEHTOB, /IJIST KOTOPBIX Ha3HAUEHME
5TOTO JICKAPCTBEHHOTO CPEICTBA MOXET OBITh HanboJee
3 (HEKTUBHBIM.

3aknioyeHue

[MpencraBieHbl JTaHHBIE MHOTOILIEHTPOBOTO MPOCTIEK-
TUBHOTO HECPABHUTEJIBHOTIO MOCT-PETUCTPALIMOHHOTO
uccaenoBanust 3GheKTUBHOCTU LIMKJIECOHU A (MpernapaT
Acmanu6® Diip B popme JAM (OGLIECTBO ¢ OrpaHu-
yeHHOI oTBeTCcTBeHHOCThIO «I[TICK ®apma», Poccust))
y MOJAPOCTKOB ¢ BA Jnerkoii cTeneHu B Mepuoa HEa0-
cTaToOYHOTO KOHTpOJis. [To pe3ynbrataMm ucciie oBaHus
TONTBEPKAEHO 3HAUYNUMOE TMOJTOXUTETbHOE BIUSHUE
TPU UCTIOIb30BAHUM IMKIJIECOHUIA KaK Ha PE3yIbTaThl
OLIEHKH C MTOMOIIBIO BOIIPOCHUKOB IO KOHTPOJIIO Hax BA
(ACT u GINA), Tak 1 Ha MOTPeOHOCTb B 9KCTPEHHBIX
WHTAJSIINSIX U TToKa3aTeau cnupomerpun. [loaydueHHbIe
pe3yIbTaThl COTJIACYIOTCS C TAKOBBIMU PaHee OMYOJINKO-
BaHHBIX PabOT C yyacTHEM MalUEHTOB IPYTMX BO3PaACT-
HBIX TPYIIN ¥ / WJIM B MEHBIIMX BBIOOPKAX WU MPOTO-
KOJIaX C MEHBIIEH TTPOJOJIKUTETHHOCTHIO HAOTIOEHMSI.
bnaronapst npencraBneHHOMY MaTepually MOsSIBUJIACh
BO3MOXHOCTbh YBEPEHHO PEKOMEH/I0BATh MPAKTUKYIO-
MM BpayaM paclIupsITh OMBIT Tepanuu MOAPOCTKOB
¢ BA nukiiecoHnI0M B paMKax JI03UPOBOK U TIOKA3aHUM,

3aperucTpupoBaHHbIX B O011Ieli XapaKTepUCTUKE JieKap-
CTBEHHOTO mpenapara*.
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Pe3iome

CapKouio3 — 3T0 XpOHNYECKOe BOCIIATUTENbHOE 3a00ieBaHNe, XapaKTepru3yeMoe 00pa3oBaHUEM I'paHyJieM B Pa3IMYHBIX OpraHaX U CUCTeMax
opranuzma. OHO TPOSIBIISIETCS] pA3HOOOPA3HBIMU CUMIITOMAMU — MOPAXXEHUEM JIETKUX, CYCTaBOB, KOXU, I71a3 U Apyrux opraHos. Lleabio naHHO-
ro 0630pa SIBUIIOCH 0OCYKIEHME HOBOTO MOAX0/a K JUIUTEIbHOI Tepanuu capkonnosa. Pesyabratsl. JleueHne capkonio3a BKIIoaeT B cebst pas-
JIMYHBIE TIOIXO/IbI, HATIPABJICHHbBIC Ha TIOAABJICHIE BOCTIAJIEHUST, TIPOTPECCUPOBAHMSI TPAHYJIEMAaTO3a 1 TIPEOTBPAIIEHUE TAKIX OCIIOXKHEHU, KaK
HEJI0CTaTOYHOCTb OPraHOB M CUCTEM, 00pa3oBaHue ¢hubpo3a, OMHAKO KaXIblii U3 TTOAXOI0B UMEET peKOMeHAaTe/IbHbIN xapakrep. bosee 50 net
rmokokoptukoctepounbl ('KC) ocraroresi craHzapToM Tepanuu 1-il TUHUM, HO MX IOJITOCPOYHOE IPUMEHEHHUE CBSI3aHO C CePhe3HBIMU TT000Y-
HbeiMU 3¢ dektamu. AnbrepHaTuBoit ['KC Beictynatot metotpekcat (MTT) u apyrre ummyHoaernpeccaHTbl. OHU UCITOIB3YIOTCS TIpU Headhdek-
TUBHOCTHU WK HenepeHocuMocTH ['KC. OnHako BbIOOp MpenapaTa MHAMBUIYaJICH U 3aBUCUT OT OCOOCHHOCTEM KaXK10ro ciiyvasi. [JoJIroBpeMeHHOE
npumeHenre 'KC cBsI3aHO ¢ MOBBIIIEHHBIM PUCKOM Pa3BUTHSI caXapHOTro auabera, TUImepTOHUU, OCTEONopo3a U MHMOEKINI, TO3TOMY BaXXHO
KOHTPOJIUPOBATh TOOOUHBIE d(PhEKTHI M CBOEBPEMEHHO MEHSTH CTpATErvio JieueHus. 3akmodyenne. CoBpeMeHHas TO3UIIMSI TTpeiaraeT mocie
CTapTOBOI rOPMOHAIbHOM Tepanuu nepexoauth Ha MTT, obGecrnieunBaloLINii AJTUTEIbHBIN KOHTPOJIb Ha/l 3a00JIeBaHUEM C MEHBIIUM KOJIMYeCT-
BOM MOOOYHBIX 3(hPeKTOB.

KaroueBbie cii0Ba: capKouio3, JIeUeHHe, TITIIOKOKOPTUKOCTEPOUIBI, METOTPEKCAT.

KondmmkT uarepecoB. KoHOIMKT MHTEpECOB aBTOpaMU HE 3asiBJICH.
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The place of systemic corticosteroids and methotrexate
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Abstract

Sarcoidosis is a chronic inflammatory disease characterized by the formation of granulomas in various organs and body systems. It manifests with
a variety of symptoms, involving lungs, joints, skin, eyes, and other organs. The aim of this review was to discuss a new approach to long-term sar-
coidosis therapy. Results. Treatment of sarcoidosis includes various approaches aimed at suppressing inflammation and granulomatosis progression,
and preventing complications such as organ and system failure and fibrosis, but each approach is advisory in nature. For over half a century, corti-
costeroids have remained the standard first-line treatment, but their long-term use is associated with serious side effects. Methotrexate and other
immunosuppressants offer alternatives to corticosteroids and are used when the latter are ineffective or intolerable. However, the choice of drug is
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personalized. Long-term glucocorticoid use is associated with an increased risk of developing diabetes, hypertension, osteoporosis, and infections.
Therefore, it is important to monitor side effects and promptly adjust treatment strategies. Conclusion. The current position suggests switching to
methotrexate after initial hormonal therapy, which provides long-term disease control with fewer side effects.

Key words: sarcoidosis, treatment, corticosteroids, methotrexate.
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CapKonmo3 — CUCTEMHOE BOCTIATUTEIbHOE 3a00JIeBaHe
HEU3BECTHOI 3THUOJIOTUH, XapaKTepu3yemMoe oopa3oBa-
HUEM HeKa3eu(ULIUPYIOLUIUXCS TpaHyJIeM, MYJbTUCH -
CTEMHBIM TTOpaXkKeHUEM Pa3IMUYHBIX OPTAHOB M aKTHUBAa-
et T-KJIeToK B MecTe TpaHyJIeMaTO3HOTO BOCITAICHUSI
C BBICBOOOXICHMEM PA3IMYHbBIX XeMOKUHOB U IIUTOKU-
HOB. Yaille Bcero capkoua03 NposiBiIsieTcsl ABYCTOPOHHEH!
BHYTPUTPYAHOU JIuMdaneHonaTUEM, JerouHo aucce-
MUHaLMel i MHQUIbTpauueit, mopaxkeHUsIMU TJia3
1 Koxu. [TopaxkeHbl TakXKe MOTYT OBbITh ITeUeHb, CEIE3EH -
Ka, iumdatndeckue y3iabl (JIY), ctoHHbIE XXene3bl, cep/-
11e, HEpBHAS CUCTEMa, MBIIIIIEI, KOCTH U IPYTHE OpraHbl
u cucteMsbl. J1st 3a001eBaHUs XapaKTepHBI YTHETCHHUE
KOXHOW T'MIepYyBCTBUTEILHOCTU 3aMEIJICHHOTO TUIIA
U TIOBBILIEHHBI UMMYHHBIN oTBeT Thl B ouarax 3a6o-
JIeBaHMUS, a B KPOBU OOHAPYKMUBAIOTCS LIMPKYJINPYIOIINE
MMMYHHBIE KOMIUICKCHI, a TAK3KE TTPU3HAKY TUTIePAKTUB-
HocTu B-knerok [1—4].

IToHuMaHue capkougo3a Kak CaMOCTOSITEJIbHOTO
IrpaHyJIeMaTO3HOTO 3a00JIeBaHMSI TIOATBEPXKIACTCS pe-
3yJbTaTaMHW COTEH UMMYHOJIOTUIECKUX M KITMHUYECKUX
HCClIeNOBaHUI, OAHAKO MTPOrHO3 TeYeHUs 3a00JIeBaHUs
U ONITUMAaJIbHbIE METO/IbI JIEUEHUST OCTAIOTCSI TPEAMETOM
U3Y4YCHUS, a TIOAXOABI K Tepanuy — IMPeaAMEeTOM ITOM-
cka. Cuuraercs, uto 10 70 % BIiepBbIC BBISIBICHHBIX
MallMeHTOB UMEIOT IIaHC Ha CIIOHTaHHYI PEMUCCUIO,
BEPOSITHOCTb KOTOPOI MOXKHO YBEJIUUUTh MPUMEHEHMU -
eM anb(da-Tokodeposa Kak aHTuokcuganra [5]. I1pu
OTCYTCTBUM TIPOTPECCUU U YTPOXKAIOIINX COCTOSTHUN
npumeHsietcs: neHtTokcuduiuH [2]. [pu capkonmose
KOXW U TUIEpKaJbLIMeMUU AoKa3aHa 3(PPeKTUBHOCTh
TUAPOKCUXJIOPOXUHA [6, 7], OMHAKO IPU MPOrPecCcupy-
IOIIIEM JIETOYHOM U TIOJIMOPTaHHOM CapKOWI03€ J0Ka-
3aTeJibHas 0as3a AJisi MOHOTEpanrMu 3TUM IperapaToM
HeIOCTaTOYHa.

B monorpadguu EBpomneiickoro pecrnupaTopHOro
obmecTBa (2022) ompenesieHbl MOKa3aHUS K Hayary
AKTUBHOU MMMYHOCYIIPECCUBHOM Tepanuu — yrposa
Cepbe3HOI OpraHHOMN nucHYHKUMYU (YXyalieHue hyHK-
LMY ObIXaHUs U UG GY3MOHHON CITOCOOHOCTH JIETKUX,
HapyIIeHUSI pUTMa U IIPOBOIUMOCTH Cepilia, CHIKEHHUE
3pPEHMUSI, TSIKeJble TOpakeHUsI HEPBHOM CUCTEMBI U 1Ip.)
WJIW KPUTUYECKU 3HAYMMOE CHUKEHUE KaueCTBa XKU3HU
(Hampumep, obe300pakuBalolas JULO «03HOOJIEHHAs
BOJTYaHKAa» MJIU TsDKEJIbIe TIPOSIBIICHUS HeMpPOITaTu MeJl-
KHX BOJIOKOH € noTepeii TpynocnocobHocTn). Tepanus
rmokokopTukoctepounamu (I'KC), 6onee 50 et cum-
TaBIIasiCsI OCHOBOI JIeUeHMs, CBI3aHa CO 3HAUYUTEIIb-
HO# TOKCUYHOCTBIO U 1aXKe OTPULIATSIbHBIM BIMSTHUEM
Ha CMEPTHOCTb MpPU capkouaosde. PekomeHmoBaH moi-

XOJI, OPUCHTUPOBAHHBIN Ha KOHKPETHOTO MaIlMEHTA,
IUJISI PETYJISIPHOM OLIEHKU COOTHOIIEHUSI «PUCK / TTOJIh3a
JIEYEHUSI», BEPOSITHOCTU PEMUCCHH, CKDUHWHTA Ha HaJIM -
Y€ HOBBIX ITIPU3HAKOB OITACHOTO CApKOMI03a M PACCMO-
TpeHUE BO3ZHUKAOIINX B XOJIE JICUCHUSI COMMYTCTBYIOIINX
3abojeBanuii [8].

ITapamoKchl COBpeMEHHBIX TTOAXOI0B K JICUCHUIO CO-
CTOSIT B TOM, UTO TIpu cuHIpoMe JledrpeHa, Korma y gyeso-
BeKa ITOIHMMAETCS TeMIIepaTypa, OIyXaroT CyCTaBbl, IO-
SIBJISIIOTCSI y3/10BaTasi apyuTeMa U yBeJIndeHre BHYTPUTPYI-
Heix JIY, Bpauu cniemat o0JerduThb CTpagaHue, Ha3Havast
cuctemubie 'KC (¢cI'KC), koTopbie OBICTPO CHUMAIOT
STHU TIPOSIBIICHUSI CapKOMI03a, HO YacTO 3aTeM O0OpEKaIoT
MalMeHTa Ha peluauBhl 3a0oeBaHus. B mepBouctou-
Huke — nyonukauvu Ceena Jlegpepena (1946) [9] — Gbuin
oImcaHbl 185 HaOMIOOCHWIA Y3]I0BaTO SPUTEMEI C pa3-
JIMYHBIMU BapuaHTaMU U3MEHEHUU BHYTPUTPYIHbIX JIY
U JIETKUX, a Te4yeHue 3a0ojieBaHus ObLIO 100poKavecT-
BEHHbIM, OJHAKO 3TO ObLI0 A0 nosBiaeHust cI'’KC B se-
YeHUM capKoumo3a. [1o maHHBIM ITOCIeayIoIINX padoT
C yJacTHEM COTEH ITalleHTOB OBLIO MOATBEPKICHO, UTO
cuHapowm JleprpeHa sgpasieTcsi PeHOTUIIOM capKoua03a
¢ yOemIUTETbHBIMY OTJIMIHSIMHU 110 SITHICMUOIOTTIECKIM,
KIMHAYECKUM, PEHTTe€HOJOTMIECKUM U IIPOTHOCTUYE-
ckuM npuszHakaMm [10, 11], mpu KoTOpoM yalle BCEro
He TpeOyeTcs nmpoBeaecHust ouorncuu u npumeHeHust 'KC.
Buoricus y3noBaroii aputeMsl Ipu cuHapome JledprpeHa
Mpu3HaHA HEMH(MOPMATUBHOM, a B CITyJasiX, BRI3BIBAIOIINX
COMHEHMSI B IMAarHO3€, IIPOBOIUTCS OMOIICHS YBEIMUICH-
Hbix JIY. B penkux ciiyyasix, KOrjaa Ts>KeCTh COCTOSTHUS,
MIPOTPECCHS JIyIEeBOI KAPTUHEI U TIOTEPS JIETOYHOM (hYHK-
muu TpedyroT akTuBHOM Tepanuu, I KC nmpumeHsTIOTCS
10 OOIIETIPUHSATON cxeMe, HaunHas ¢ 0,5 MT / KT Macchl
Tejla B CYyTKM, a 3aTeM JO3UPOBKa CHUXKAETCS B TEUCHUE
6—12 mec. [12].

[MIOKOKOPTMKOCTEpOMALI NPU Capkonao3e

ITepsoii pabotoit mo npumenenuto cI' KC npu capkonnose
cuuTaeTcs ucciaegosanue M.Sones. B 1948 r. maiueH-
TKE C TTOJTMOPTaHHBIM CAapPKOUIO30M BHYTPUMBIIICYHO
ObLT BBEJEH KOPTU30H. Pe3ynbTaThl HaOM0AeHUS ObLITN
onyoaukoBaHbl B 1951 . [13]. B ToM e romy cocrosuicst
CHMITIO3UYM 10 TIPUMEHEHUIO KOPTU30HA U aApeHOKOP-
TUKOTPOITHOTO TOpMOHA TTpu capkonno3e [14]. 1o atoro
CapKOMIO3 THITAUCH JIEYUTh BUTAaMUHOM D, (Kanbim-
deposioM), a30TUCTHIM HUITPUTOM, aHTUOAKTEpUATBHBIMU
IpernapaTaMiu U Jaxke ypeTaHoM, HO 0e3 3HAaUMMOTro 3¢-
dekra [15]. B Te ke roabl moSBUIMCH paOOTHI 11O TIpUME-
HEHUIO TTPeIHM30HA Ipu nopaxkeHuu rias [16]. Ha caiite
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PubMed* npeactaBiieHbl > 4 ThIC. MyOJUKALIMIA, TOCBSI-
meHHbIX puMeHeHno cI'KC npu capkougose, HO nep-
BOE COTJIACOBAaHHOE MHEHME 00 MX Ha3HAUYeHUU OBLIO
copMyIMpoOBaHO B KIIOYEBOM NOKYMEHTe Statement
on sarcoidosis (1999) [3], KOTOpbIIi CTaJl TOUKOI OoTcUeTa
TIPU CO3AaHUU TTOCIIEAYIONINX PYKOBOACTB U PEKOMEH -
Jamuii. DKCIepTaMy peKOMEHIOBaIach HadalbHasl 103a
20—40 MT B CYyTKM ITpeTHU30HA WX €T0 SKBHBaJieHTa (00-
Jiee BBICOKHE H03bl NOMYCKAIMCh MPU Kapauo- U Hel-
pocapkounose). [Ipu orcyrcrBum addexra yepe3 3 Mec.
PEKOMEHIOBAJIOCH TIEPEXOINTh Ha aIbTepHATUBHYIO Te-
panuio. Y mauueHToB, oTBeTUBIINX Ha Tepanuio ['KC,
J103a TOCTEMEeHHO CHMXanach 10 5—10 Mr B CyTKH, Jie-
YeHue MpoIoIXKaIoCch Kak MUHUMYM 12 mec. B peakux
clyJasX MalldeHT ¢ MUHUMAJIbHBIMU TIPOSIBJICHUSIMU
3a00JIeBaHMSI, BOSHUKIITMMU HETaBHO, MOXET OTpearu-
poBathb Ha Tepanuio 'KC B reuenune 3—6 mec. B pamkax
JTOKYMEHTa JOMYCKAJIVNCh MHTEPMUTTUPYIOIIAST Teparus
U IUINTEeIbHOE TTpuMeHeHne Hu3Kux no3 'KC, ognako
BITOCJICACTBUY TTPEUMYIIECTB 110 3(PPEKTUBHOCTU U Oe3-
OITacHOCTU He ObLI0 moka3aHo [3]. Ecau capkonao3s pac-
CcMaTpUBaTh Kak 3a00jieBaHKe, CBA3aHHOE C AMCHYHKIIMEH
WMMYHHBIX KJIETOK, TIPOBOLIMPYEMOE Y BOCIIPUMUYUBOTO
YeJI0BeKa aHTUTEHOM, KOTOPBIf MOXET OBITh YaCThIO MU~
Kpo0a, CITOCOOHOI0 K pa3MHOXEHUIO U MOCIEAYIONIEH
nereHepauyu [17], To Tpy paHHEM U / WK HealleKBaTHOM
nmpuMeHeHU 'K C 3TOT UMMYHHEBII OTBET HapyIIaeTCsI.

HecMmoTtpst Ha co3maHne HalIMOHATBHBIX U MEXIyHAa-
POIHBIX PEKOMEHIALIMI MO JEYSHUI0 CapKOUI03a, pe-
anbHas npaktuka npumeHeHus I'KC ganeka ot yHuBep-

Jleyenne A

canbHoro noaxona: Hampumep, B CIIIA B 2025 r. meauaHa
HayaJbHOW O3Bl MPEAHU30JIOHA Y MTyJIEMOHOJIOTOB CO-
cTaBJsiia 35 MT, a y Bpaueii oo1eii mpaktuku — 20 mr [18].
[My6onukanust «ONTUMUACTHYECKUX» padoT 00 3pdheKTnB-
HoCcTU KpaTtkocpouHoro npumeHeHus: 'KC npu cunapome
Jledbrpena nmpogoskaeTcsi, HO 0€3 OLIEHKM OTAaJIeHHBIX
MoCaeNCTBUI TaKoM MpakTUku [19].

KoHuenuus HeoOXOAUMOCTHU JJIUTEIbHOM U HeTlpe-
DBIBHOI Tepamnuu capkouno3a Obuia mpemioxeHa Mapkom
Jucadconom [20]. Ha puc. 1 npeacraBiieHbl 2 BapuaH-
Ta JIeueHUs capkounosa. [1pomoKUTeIbHOCTh OMHOTO
U3 HUX (JIe9eHne A) TIPEeBBIIIAeT €CTECTBEHHOE TCUCHNE
3a00JIeBaHUsl, TOTAA KaK MPOAOKUTEIbHOCTD APYTOro
(neyenue B) — HeT. XoTs 00a MeToa JIeueHUsT MOHaYa-
J1y 2 GhEeKTUBHBI, JieueHWe A He IPUBOAUT K PELUAUBY,
a JledyeHre B mpuBomUT K pelIuanBy He M3-3a HU3KOi 3¢h-
(eKTUBHOCTU Teparuu, a MOTOMY, UYTO MPOAOJIKUTEb-
HOCTb TepaIuu A MpeBbIIIaeT eCTECTBEHHYIO MPOIOJIKM -
TEJILHOCTH 3a00JICBaHMSI, TOTIA KaK MTPOIOKUTEIEHOCTD
JieyeHUs: B He cMoryia MpeBbICUTH TTPOIOIKUTEILHOCTh
3a00J1eBaHUSI.

IMocnenctBust nnureapbHoro npumeHeHus: ['KC obuu
ITOKa3aHbI 110 JTAHHBIM PETPOCTICKTUBHOTO aHAIN3a C yJa-
cTreM 0O0TBHBIX capkorao3oM (7 > 10 000), mpoBeneHHOTO
B Anonun. INepopanbubie 'KC (nI'KC) 6bu11 Ha3HaYeHbI
25,2 % nalueHTOB, CPENHSIS FOJ0Basl 103a COCTaBIsLIa
1 645 mr. PacripocTpaHeHHBIMM COITYTCTBYIOLIMMU 3a-
00JIeBaHUSIMU, BO3HUKIIMMU T10CJIE€ 3TOI Teparnuu, ObLIU
caxapHbIit qua6et 2-ro Tuma (21,6—50,0 %), HapyLIeHUs
cHa (25,1-36,0 %) u nepenombl Kocreit (8,2 %) [21].

Jleyenne B

1
HeT peunanBa

Peunauns

EcTecTBeHHOE Te4eHMe capkonaosa

Pemuccus

v

Bpems

Puc. 1. Eciiu 1uTebHOCTh Tepanuu MPeBbIIAeT JUIMTEIbHOCTh aKTUBHOCTH 3a00sieBaHus (JiedeHre A), TO peLIManBa MOcie MpeKpaleHus Te-
pariu He Oynet [20]. Ecau nuTeibHOCTD Tepanuy Kopode JUTUTeIbHOCTY aKTUBHOM cTaauu 3a0ojeBaHus (JiedueHue B), To mmociie oTMeHbI OyneT

peluanB (pUCYHOK Mmy0uKyetcst ¢ cornacus M.Judson)

Figure 1. If the duration of therapy exceeds the duration of disease activity (Treatment A), then there will be no relapse after discontinuation of
therapy [20]. If the duration of therapy is shorter than the duration of disease activity (Treatment B), then there will be a relapse after discontinuation

(Figure published with the consent of M. Judson)
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ITo pe3yabTaTaM aHaIM3a 3IEKTPOHHBIX aHKET MallMEHTOB
¢ capkouo3oM 13 34 ctpaH (n = 1 937) nmokazaHo, 4To
korma-m6o npumeHsiBimecs I KC (B HacTosIIee BpeMst
WJIX B IIPOIIJIOM) OBLIU CBSI3aHBI ¢ pa3BUTHEM B 1,3 pasa
0OJIBIIIETO YKCJIa COMYTCTBYIOLIMX 3a00IeBaHUI TTO CpaB-
HEHUIO C TAKOBBIMU B OTCYTCTBHUE UX MpUMeHeHus. Ha-
3HayeHue ['KC B ripo1iioM ObUIO CBSI3aHO C MOBBIILIEHHOM
BEPOSITHOCTHIO Pa3BUTHUSI M3MEHEHUI HACTPOCHMS, Ta-
cTpoa3odareanbHON pedIIOKCHOM 00JIe3HU, KPOBOU3-
JIUSTHUI, OCTEOITOp03a, TUIIEPIUIUACMUN, WH(MEKIINIA,
caxapHoOTo nua0eTa, yBeIMIeHUEM MacChl Tejla Ha 5,9 KT
10 CPaBHEHUIO C TAKOBOI B OTCYTCTBUE MX TPUMEHEHUSI.
Bnusnue 'KC 0b110 60Jiee BBIpaXXeHHBIM Y T€X, KTO
korna-au6o noaydan 'KC, mo cpaBHEHUIO ¢ TEMU, KTO
HUKOTIA X HE ITOJTyJall, ¥ OBUIO CXOXUM Y TeX, KTO TIpH-
meHs1 TKC B HacTog1ee BpeMsi, O CpaBHEHUIO C TEMU,
kto npumeHs 'KC B nipouiom [22].

MeToTpekcar npyu capkougose

OnbiT npuMeHeHust metotpekcara (MTT) npu capkou-
o3¢ HaumHaeTcs ¢ 1968 T., Korma npu IpruMeHEHNUH TTpeI -
HM30HA B TeueHUe 6 Mec., a 3aTeM BUHILIACTHHA d(pdeKTa
He MoJIy4yeHo, Toraa Kak ucrnojb3oBanuud MTT ormeueHa
noyiHast pemuccus [23]. B 2013 1. ObLJI0 JOCTUTHYTO Me-
XAyHapoaHoe cornanieHue o npumeHenuto MTT npu
CapKOMI03¢ B KAUeCTBE OCHOBHOTO MperrapaTa 2-it TMHUI
nocsie 'KC xak B Buze MOHOTepaIuu, Tak U B COUeTaHUN
¢ I'KC. OnrumaneHoIi Obl1a IpuHsTa A03a 15 Mmr 1 pa3
B HEJEI0 C MPUEeMOM He paHee ueM uepes 24 4 5 mr ¢o-
JINEBOM KUCJIOTHI, JINO0 110 1 Mr B meHb [24]. [Ipu aTOM
cJIemyeT IIOMHUTD, YTO (hoTMeBast KUCIOTa SIBISIETCS aH-
tugotom MTT.

B ToM Xe romy ObUTH TIpeaCcTaBIeHBl YOeIUTeIbHEIC
JIaHHBIE, YTO 110 3(ppeKTUBHOCTU U Oe3onacHocT MTT
MPEBOCXOAUT a3aTUOIIPUH [25], a ciycTs 1 roa 1o JaHHBIM
MPOCHEKTUBHOTO UCCJIENOBaHUS B YCIOBUSIX peabHOM
MMPaKTUKU ObLIa TTOATBepKAeHa 3(P(HEKTUBHOCTH MOHO-
teparuu MTT [26]. [10710KUTeNbHbIIA OIBIT IPUMEHEHUS
MTT ¢ 2000 r. 6511 ormcan B 2015 r. ITo 3aBepieHnu Kyp-
canpuema MTT 34 (54 %) nauyeHTa cooOLIMIN 00 yIyd-
LIEHUU CBOETO cocTosiHUS, V 25 (39,7 %) cocTosiHue ObII0
CcTaOWIbHBIM, Y 4 (6,3 %) KOHCTATUPOBAHO YXYILICHUE.
Taxkxxe TpoaeMOHCTPUPOBAH XOPOIINI TTpoduiIb 6e3-
onmacHoctu MTT: HexxenatenabHbie siBneHust (HA) cranmu
MIPUYMHOI €r0 OTMEHBI TOJILKO B 12,6 % ciydaes [27].

CpaBHeHue a(pdekTuBHOCTH U Oe3onmacHocT MTT
U TIPETHU30JI0HA OBIJIO TIPOBENECHO B Pa3HBIX acleKTax.
Tak, mpy aHKETUPOBAHUU OOJIBHBIX CAPKOUI030M (11 = 67)
OBbLJIO MOKAa3aHO, YTO MPU paBHOM 3(h(HEKTUBHOCTU Ya-
CTOTa M KOJIMIECTBO Pa3HBIX IIPOSIBIICHUI 3HAUMMBIX HSI
Obl1a 3HaUYMMO HuxXe npu npuMeHeHurn MTT no cpas-
HEHMUIO ¢ TIpeaHu30g0HOM [28]. PaBHas a(h(eKTUBHOCTh
TT0 BJIMSTHUIO Ha TTOKa3aTe) b (DOPCUPOBAHHOM XKIM3HEHHOMN
emkoctu jerkux (OXKEJT), a Takke Mo olieHKe BIUsI-
HUSI Ha CBOE COCTOSTHUE MPU aHKETUPOBAHUU TTaIleH-
TOB (n = 137) OGbL710 IOATBEPKACHO B padote V. Kahlmann
etal. [29].

ITo maHHBIM MHOTOLIEHTPOBOTO PAaHIOMM3UPOBAH-
HOTO KOHTPOJHUPYEMOTO OTKPBITOTO HMCCJIeIOBAHUS
PREDMETH (ClinicalTrials.gov: NCT04314193) 138 paH-

MOMU3UMPOBAHHBIM MallMeHTaM ObLT Ha3HAauYeH MpUeM
npeanusona (n =70) u MTT (n = 68) [30]. I'panuLa He-
MeHblIel 3(pPeKTUBHOCTH Obljla yCTAaHOBJIEHA HA YPOB-
He 5 %. CpenHee uameHeHue nporaosupyemoro @XKEJT
cocTaBuiio 6,75 % nist npenHu3oHa u 6,11 % — B rpyrine
MTT, npuyeM nocienHuit oka3biBaj ropasao dosiee Me-
JneHHbI 3(pdekT. CorracHO BTOPUYHBIM pe3yJibTaTaM,
BKTIouast IMPPy3noHHYIO CITOCOOHOCTD JIETKUX MO OK-
CHUIY YIJepoaa U ypOBEHb PAaCTBOPUMMOTO pelernTopa UH-
TepJieiKHa-2, TIOATBEPXKICHBI TIEPBUYHBIC Pe3YIbTaTHI,
ITOKa3aHO TaK:Ke COMOCTABUMOE KIIMHIUECKOE YIyUIIeHIEe
B 00eux rpynnax. Hf HaGionanuck y oiMHaKoOBOro yucia
MalMEeHTOB B 00EHX TPpyIIax UCCIea0BaHUsI, HO TPOGhUIIb
MMOOOYHBIX SIBJICHU paznuyaics. [1pu nmpueme npenHmn3o-
Ha HaOTIOAINCh YBeJIMUEHUE MacChI Tejla, 0eCCOHHMIIA
U MOBBILIEHME anrneTuTa, a npu npueme MTT — To1iHoTa,
yCTaJI0CTh U JIIOObIE OTKJIOHEHMSI OT HOPMbI TTOKa3aTeei
dyukimu neyenu [30]. [TodouHblie 2(pdheKThl, CBSI3aHHbIE
¢ MTT, HocuIM BpeMeHHbI XapakTep U MOTJU 3P dek-
TUBHO KOHTPOJUPOBATHCS ITyTEM KOPPEKTUPOBKH T03U-
POBKHU WM U3MEHeHUs criocoba BBeaeHus. [Tomuepk-
HYTO, YTO MPEAHNU30H MPEANOUTUTEIbHEE 1JIsT OBICTPOTO
00JIETYCHNSI CUMITTOMOB U, BO3MOXHO, €T0 J03Y JIOTUIHO
OBLJIO OBbI MOCTENEHHO CHUXXATh M TEpanuio npekpauarb
paHbllIe, a 3aTeM Je4yuTh mauueHTa Toapbko MTT [31].
Hawubonee yacTeiMu U CTORKUMU MOOOYHBIMU D heK-
tamu B rpynne MTT 6buin ycranocts (15 %), TouiHoTa
(13 %) 1 oTKJIOHEHUsI B MOKa3aTeasIX (PYHKLIMMU ITeYeH!
(12 %), Torna Kaxk B IpyIire MpeaHU30Ha HaOII0aI1Ch
noBbileHue anmetuTa (13 %), yBeauueHre Macchl Tejia
(39 %) n 6ecconnna (16 %) [32].

B pamkax uccinenosanuss PREMDETH 6bu10 Tak-
JKe MoKa3aHo, UuTo Bo BpeMmst JedeHuss MTT npoueHTHOe
cojiepXaHue MPOMEXYTOUHBIX MOHOIIMTOB mepudepu-
YeCcKOIl KpOBU HE MEHSUIOCH B TedeHHUe 24 Held., Toraa
KakK y TMallMeHTOB, MOJIYYaBIINX MPEIHNU30H, TIPOIIEHT
MPOMEXYTOYHBIX MOHOLIMTOB 3HAUUTEIbHO CHU3WJICS, YTO
MPUBEJIO K U3MEHEHMUIO B cpesiHeM Ha —61 % uepes 4 Her.,
—50 % — yepe3 16 Hen. u —42 % — uepes 24 Hen. B orm-
Yyue OT MPEeIHN30HA, TPOTUBOBOCIANIUTEIbHBIN 3(pdeKT
MTT y nauueHTOB ¢ capKoMI030M He ObLIT CBSI3aH C BIMSI-
HUEeM Ha MOHOLIMTHI B TiepuepruueckoM KpoBoToke [33].
B ToMm e rogay ObLIM OnyOJMKOBAHbBI OTKJIWKK Ha 3TO
uccienoBanue. IloguepkuBaaoch, 4To paHee IpUMEHe-
Hue 'KC nns neyenus capkounosa (SARCORT) npu-
BOJIWJIO K TOMY, 4TO Y < 45 % MalueHTOB, MOTy4aBIINX
6-MeCSUHBIIM KypC IMPeIHU30HA IS JIEYEHUS] CApPKOUI03a
JIETKUX, uepe3 12—18 Mec. rmociie npeKkpaiieHUs Teparun
Habmonancs peunanB 3adoneBaHus. HakornaeHHbIM OnbIT
JIOTUYHO TTOIBOIMII K TIOCTIEIOBATEILHOMY IPUMEHEHUIO
I'KCu MTT [34].

3a HECKOJIbKO JIET IO MyOJMKALMK YKAa3aHHBIX pa-
00T OBLIY TIPEACTABICHBI PE3YJbTaThl KOHTPOJIUPYEMOTO
MPOCMEKTUBHOTO UCCAEAOBAHUS C y4acTUEM OOTbHBIX
capkounosoM (n = 493), nonyuasumux ['KC. OTHo1IeH1E
maHcoB (OI11) 6aronpusaTHOro NCXona MMeJIo 3HAYNMBIE
npuunuHbl cMeneHuii. Tak, mpu npumeHeHuu 'KC 6e3
HavyaJIbHOTO HAOTIOIEHMSI OTMEUEHO YXYIIIIEHUE IIPOTHO3a
(OLI — 0,5), mmureasHOCTh HauanbHOTO Kypca ['KC co-
craBuia < 6 mec. (OLL — 0,4), Toraa Kak 1pu mepexoze
¢ 'KC na MTT Bmecto nmosTopHoro Kypca 'KC 3Hauu-
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MO yaydlajcs MporHo3 TeuyeHus capkougo3a (OL —
15,1) [35].

besycnoBHo, nipu npuMeHenun MTT cienyeT yeTko
VUUTBIBATh MPOTUBOTIOKA3aHHUS K €r0 IIPUMEHEHUIO, OT-
muyatomue ero ot 'KC. Ipexnae Bcero aTo TepaToreH-
HOCTB TTIpelrapara, IIpyu KOTOPOil TpeOyeTcsT KOHTparel-
LML, €CJIM IIpernapar MpUHUMAaeT XeHIuHa [36]. B To xe
BpeMs IT0 JTaHHBIM CUCTEMaTHYECKOro 0030pa 1 MeTaaHa-
JI3a nokaszaHo, uyto rprueM MTT MyXunHOI He MPUBOIUT
K TIOBBIIIEHUIO PYICKa BPOXICHHBIX TTOPOKOB Pa3BUTHS,
MEpPTBOPOKICHUS WX TIPEKICBPEMEHHBIX POIOB Y €TO
MapTHEPIIU. DTUMM pe3yabTaTaMU TTOATBEPKIaeTcs 0e3-
ornacHoOCTb s rona Bosaeiicteue MTT Ha otua [37].
Kpome Toro, rmpenapar MOXeT BIUSITh Ha (YHKIIUIO TTe-
YeHHU U TToKa3aTeIu MepudeprudecKoil KpoBU, OJHAKO
10 TaHHBIM PETPOCIICKTUBHOTO aHAIM3a C yIacTHEM T1a-
1yeHToB (7 = 607), HabIIomaeMbIX B KIMHUKE CapKOW103a

Yuusepcuteta Hunnuunaru (CIIIA) B TeueHue 6 Jer,
BBISIBJICHO YMEPEHHOE TTOBBIIIEHNE YPOBHS aJlTaHWHAMU-
HoTpaHcdepassl (0ojiee YeM 3-KpaTHOE MPEBBIIIICHUE
BEpPXHE TpaHUIBI HOPMBI) TONBKO Y 9 (1,6 %) mameHToB.
Konuuectso neiikouutos < 1 500 kieTok Ha 1 M OBLTO
oTMeueHo y | manueHTa [38].

B cnipaBounuke Bunans [39] cpenu penkux HS ymomu-
HaroTcst GUOPO3 JIETKUX, TbIXaTeJIbHASI HEIOCTATOYHOCTb,
aJIbBEOJIUT, UHTEPCTULIMAIbHBIN MHeBMOHUT. B 2021 T.
ONyOJIMKOBAaH CUCTeMAaTUYECKUi 0030p, COOTBETCTBYIO-
it TpeboBaHnsIM PRISMA, KOTOpEIiT OBUT 3apeTUCTPH -
poBaH B anekTpoHHOM Buzie B PROSPERO nox Homepom
2018 ID CRD4201808783, 11e/1b10 KOTOPOTO SIBJISLICS] OTBET
Ha BOITPOC: BeI3bIBaeT v mpuMeHeHne MTT miporpeccu-
pytoiee (puOpo3HOE MHTEPCTUIINATIBHOE 3a00JIeBaHIE
nerkux (M3J1)? beuin otoOpanbl 29 crateit, Mo JaHHBIM
13 13 KOTOPBIX MOATBEPAUIACE TUTIOTE3a 0 TOM, YTo MTT

OLeHUTb Hanuy1e CMNTOMOB
W 3HAYNTENBHOW AUCCHYHKLMM OPraHoB,
BbI3BaHHbIX CAPKOMA030M

v

v v

Tsxenble CAMATOMbI UMK NOTEHUMANbHbIN
Ucxop, yrpoxarowuin opraHam

CHUMNTOMBI OT NErKo A0 yMepeHHON
CTeMNeHM TAXKECTU C MUHUMaNbHbLIM
NOpaXeHNeM KNU3HEHHO BaXHbIX

M1HMManLHbIE CUMATOMBI
NN 3HAYNMbIE NOPaKEHUs
OpraHoB

OpraHoB

\ 4

'

Hauatb Tepanuto nl'KC + metoTpekcar

Tpebyetcs nu neyeHune?

(wnu asatnonpuH, nedpnyHomua
UnM MUKodheHONaT) M PacCMOTPETH B KaXAOM
KOHKPETHOM cryyae npumeHeHue antn-TNF

fAa v Her

N ppyrux 6UONOrMYeCcKMX npenapaTos

PeweHue o HasHayeHuu nKC
WNW anbTepHaTUBHOTO Npenapara

'

Ecnu HasHayeHa Tepanus nFKC

MoxHo nu otmeHuTb NCKC B TeyeHne

Oa | Her

3-6 mec., npogonxkas npu HeobxoAMMoCTH (<€
MCNoNb30BaTh Npenaparbl 2- UHUKU?

fa | Her
WHpmBuayansHoe
TwarensHoe paccmotpeHue aHTu-TNF
Habntopenve Unu gpyroro
Guonornyeckoro areHTa

\ 4

HabniogeHue

Puc. 2. [lomxom K IEYEHUIO CApKOMI03a U CITOCOOBI COKPAIIEHNsI UCTIONb30BAHUSI ¥ IIPOIOJIKUTETLHOCTH IIPUMEHEHUS IIEPOPATBHBIX TITIOKOKOP-
TUKOCTepoua0B. [TallMeHTOB, MOJIyJarolIX Teparuio MepopalbHbBIMU NIIOKOKOPTUKOCTEPOUIAMM, HEOOXOIMMO 00CIe0BaTh Kaxapie 1—3 Mec.

Ha MpeaMeT OTMEHBI MEPOPaTbHBIX TTIOKOKOPTUKOCTEPOUIOB [34]

[Mpumeuanue: KC — rmokokoptrkoctepoust; nl'’KC — nepopanbHble rmokokoptukoctepounbl; TNF — dakrop Hekposa omyxonu.

Figure 2. Approach to the treatment of sarcoidosis and methods for reducing the use and duration of oral corticosteroids. Patients receiving oral
corticosteroid therapy should be monitored every 1 — 3 months for the discontinuation of oral corticosteroids [34]
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BbI3bIBAET (PUOPO3UPYIOLLINE U3MEHEHMSI B JIETKUX, HO BCE
OHU MMeJTM HU3KYIO OLIEHKY KauecTBa 1o mkaie layHca
u biska (< 6 / 27). Puck cucteMaTueCKOM OLIMOKK ObLT
BbICOKUM. [laHHbIe 16 cTaTeii, OIpoBepramoimnx yreep-
xneHue o ToM, uto MTT Brei3biBaeT U3J1, umenu 6osee
BBICOKOE KAa4eCTBO, O YeM CBUAETEILCTBYET UX OLIEHKA
no mkane JlayHca u biska. bbll caenaH BbIBOI O TOM,
yto MTT He Boi3biBaeT U3JI. Bonee Toro, mo JaHHBIM
3 uccaegoBaHuil oTMeUeHO, yTo JieueHue MTT oka3biBa-
Jio 6yaronpusitHoe Bausinue Ha M3J1, accoliunpoBaHHOE
C PeBMATOMIHBIM apTPUTOM, 3a CUET 3aMeIJICHUs TIpO-
IpecCUM MHTEPCTULIMAIbHBIX n3MeHeHui [40]. B Tom xe
TOAy IO pe3yJIibTaTaM aHajlu3a JaTCKOI'o PerMcTpa pucka
pazsutus U3JI npu npumenenunt MTT Takke He BbISIB-
JeHo [41]. B ciiyyae mepMaToMmro3uTa TIPU IIPUMEHEHUN
MTT He oTMe4YeHO YBEIUUYEHUST pUcKa pa3BUTHSI UHTEP-
CTULIMANIbHBIX U3MeHeHuI [42]. Takum oOpa3oM, MOX-
HO MPeanojgoXuThb, yto pazsutue M3JI Ob110 CBSI3aHO
C OCHOBHBIMU PE€BMATOJIOTMYCCKUMHM 3a00ICBAHUSIMU,
YTO Ceiiyac OTHECEHO K MPUYMHAM ITPOTPECCUPYIOIIETO
JieroyHoro ¢puodposa, a MTT ObUT TPOCTO YACTO MPUMEHSI-
€MBIM TIperapaToM, MOCISACTBUS IPUMEHEHUST KOTOPO-
TO He MMEJIN CTPOTUX IIPUINHHO-CIICACTBEHHBIX CBSI3CHA.
M nakoHel1, 6e3yC/I0BHO, HY>KHO YUUThIBATh UMMYHOCY-
npeccuBHbIi 3pdekT MTT, oTanUHBINi 1O peanu3alnuu
MexanusMma aeiictsust o 'KC [33], uTo MoxkeT mpuBOIUTh
K MTH(EKIMOHHBIM OCITOXXHEHUSIM [39].

Takum o6pa3oM, HAKOTUJIEHHbIA MUPOBOIA OTIBIT TTPU -
meHeHus1 kKak 'KC, tak u MTT npu capkougose mo3Bo-
JIWJT 00CYXIaTh HOBYIO IMO3ULIMIO B JIEYEHUU ITOTO Ipa-
HyJIeMaTo3a.

CmeHa no3uummn B neYeHuu capkouaosa

B Hos16pe 2025 . omyonmmkoBaHa pabota «M3MeHeHMe
MMapagurMbl B KOPTUKOCTEPOUIHON Tepariy CapKOUIO-
3a: TTO3ULIMOHHBIN TOKYMEHT BceMupHoil accoupauuu
CapKoMII03a M JAPYTrUX rpaHyIeMaTo3HbIX 3a001eBaHUA,
0IOOPEHHBIN AMEPUKAHCKOI accoIameil capkonmo3a
U APYTUX TpaHyJieMaTO3HbIX 3a00sieBaHmi» [34]. Cxema-
TUYHO 3Ta MO3ULIMS OTpakeHa Ha puc. 2.

KiroueBbIe TTOJIOXKEHUS 3TOM MapaguTMBI COCTOSIT

B CJICITYOIIIEM:

*  KOHIICIIIMS Oe30ITaCHOTO IJIUTETLHOTO IPUMEHEHUS
Huskux 103 I'’KC B HacTosiiee BpeMsl OKOHYATETbHO
IUCKPEIUTUPOBAHA;

+ ugpe3MmepHoe ncmoab3oBaHue Ml KC B KpaTKOCPOUHOM
U TOJTOCPOYHON MEePCTICKTUBE JICYCHMST CapKOUI03a
clefyeT paccMaTpuBaTh KakK MO3UIIUIO, TPEOYIOIIYIO
TepecMoTpa;

» mnepsuuHoe mpumeHeHue I KC mo-tpexkHeMy Heo06Xo-
JIAMO TIPH TSDKEJIOM ITOPaXKEHUY OCHOBHBIX OPTaHOB WJTH
KOTJIa MPY TSLKENBIX CUMIITOMAaX TpeOyeTcst ObICTpoe 00-
nerueHue, Ho ' KC cnemyeT paccMaTpuBaTth B KaUecTBe
HavyaJIbHOM IepeXOMHOM Tepanuu, B uaeane — He J0JTb-
e 3—4 Mec., ¢ TTOC/IEAYIONIMM MePeXoI0M Ha Tipernapar
2-10 psina, ocTaBisis npeanoutreHue 3a MTT;

* B IPYIMX CUTYalLMSIX, IIPU KOTOPHIX TPeOyeTCs Jieue-
HHe, cemyeT paccCMOTpeTh aabTepHaTUBHI I KC;

* y MAllMEHTOB, KOTOPHIE YK€ TUTUTEIHHO MPUHUMAIOT
nl'’KC, xi1roueBoii 11e/1bI0 BISIETCS HEMEUIEHHAs OT-

meHa 'K C ¢ 3ameHoI1 Ha anbTepHAaTUBHBINM TTpenapaT
MPY HAJIMIUW OCHOBAHWH TS TIPOAOJIKCHUST UMMY -
HOCYIIPECCUBHO TEparuu.

3aknioyeHue

[Tpu ncrop30BaHNM OOHOBJIIEHHOTO TTOIX01a YUTEHA I0-
sutst M.Judson [20], 060cHOBBIBAOIIAS ITUTEIHHOCTD
KOHTPOJISI Hajl capKoua030M, yactoTy HA Ha mpogoiku-
tenbHyto Tepanuio 'KC u onbiT npumenenust MTT kak
IIPY 3TOM TPaHYJIeMaTo3e, TaK 1 TIPU peBMATOJIOTMUECKIX
3a0oJeBaHusIX. HecMOTpst Ha TO, YTO B HEKOTOPBIX PYKO-
BOJICTBaXx IMO-TIPEXKHEMY B KauecTBe Tepanuu 1-it TMHuu
pekomeHayetcs ucnojb3oBaHue ['KC, cornacHo nocnen-
HUM JaHHBIM oKa3aHo, 4To cI'KC u rmpeqH130H OKa3bI-
BaIOT COTIOCTaBMMOE BO3/IeiiCTBME Ha (DYHKIINIO JIETKHX,
XOTSI M pa3inyaroTcs Mo npouito modoYHbIX 3 HEKTOB
U BpeMeHU 10 nocTrxkeHus apdekra [32].

CortacHO TaHHOM KOHIEIILNH, TIONCK U IIPUMEHEHHE
JIPYTUX MpeTapaToB 2-il JMHUM U AaXKe OMOJIOTHYeCcKOit
Teparnuu He OTPULIAOTCS, TIPU YCIOBUM, YTO TOKA3aTEeIb-
Has 6a3a UX MPUMEHEHMS JOCTUTHET XOTs OBl YPOBHS
MTT. OTBeT Ha BOIIPOC, MOXKET JIM CAPKOUIO3 OBITH U3-
JIeYeH, 3aBUCUT OT (DEHOTUTOB capkoumo3a. bymyrmiue
KJIMHUYECKUE U (DYyHIaMEHTaIbHbIE NCCIEA0BAHUS TAKUX
(peHOTUTIOB MOTYT IMPUBECTH K OTKPBITHIO MMMYHOITATOTEe-
HEeTHUYECKUX MEXaHU3MOB, YIaCTBYIOIINX B KYITUPOBAaHUHI
capkougo3a [43].

Takum obpaszom, npumeHenue MTT B cutyauusx,
M3JI0KEHHBIX BBIIIIE, SIBISIETCS TTPOTPECCUBHBIM IIIaTOM,
TTO3BOJISTIOIINM YIIyYIINTE 3P (OEKTUBHOCTD TEPAITNH U 3a-
MeTHO cHU3uTh H 1o cpaBHenuto ¢ mpuemom cI'KC.
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Pesome

Jlumbanruoneitommomaros (JIAM) — peakoe nporpeccupyloliiiee 3ad00ieBaHIe JIETKUX HEOIJIaCTUYECKOTrO XapakTepa, XapaKTepru3yeMoe upe3-
MepHOU Tiposideparivieii rIagKOMBIIIEYHBbIX KJIETOK U MPUBOJSIINEe K Pa3BUTHIO KMCTO3HOTO MOPaXeHUs JerkuxX. B ocHoBe 3aboseBaHUs —
MyTallMM B TeHaxX KomIuiekca TyoeposHoro ckieposa 7.SCI unu TSC2. Crpanator JIAM npeuMyllecTBEHHO XeHIMHbl. JIAM perucrpupyercs
y GOJIBHBIX € TYOEPO3HBIM CKJIEPO30M U B KaUeCTBE CrIopaginyecKoro 3aboseBaHus. Lleabto paboThl SBISIIOCH AEMOHCTpalust 0030pa JuTepaTyphbl
M TaHHBIX KIMHUYECKUX HaOoaeHui 3a manueHtamu ¢ JJAM. Marepuaisl u Metoabl. KpaTkuit 0630p JIMTEepaTyphl MOATOTOBJIIEH C UCTIOIb30Ba-
HUeM pecypcoB Scopus u PubMed. TIpuBeneHbl JaHHbIE COOCTBEHHBIX KIIMHUUYECKUX HaOmoneHuii. PesyabraTel. [1penctaBieHbl 0030p JIuTepary-
PbI U 2 KIMHAYECKUX HaOJIoIeH s 3a auueHTaMu ¢ JIAM, 1o pe3ysibraTaM KOTOPbIX CTpaTU(hUIIMPOBaHbI (haKTOPbl HEOIArONPUSTHOIO MPOTHO-
3a: MHOXECTBEHHbIE TOHKOCTEHHbIE BO3IYIIHbIC KUCThI y 1-i1 6OJIbHOI B TpeMeHOIay3aJIbHOM TepUO/Ie, OCIOXKHMBIIMECS PELUANBUPYIOIIMM
IMTHEBMOTOPAKCOM, TMOPaXEHUEM JIEBOI MTOYKHU (aHTMOMUOIMIIoOMa). Y 2-it 60JIbHOM Ha (hoHE NprueMa KOMOMHUPOBAHHBIX OpabHBIX KOHTpAle -
THBOB pa3BUJIaCh MPOTPECCUPYIOLIAST IbIXaTeIbHAsI HEAOCTATOYHOCTD, BhISIBJIEHBI AM(D(Y3HO pacripoCcTpaHEHHbIE TTPOrPECCUPYIOIINE TOHKOCTEH-
HbIe KMCTBI B JIETKUX, COITPOBOXKIAIOIINECS MageHrueM (G OY3MOHHON ClTOCOOHOCTH JieTKUX. 3aKmouenue. Uit iepBUUHOM nuarHoctuku JIAM
TpeOyeTcsl MyJIbTUAMCIMITIMHAPHBIN MOAXO/, a IPU €ro BbISIBIEHUM HEOOXOAMMO TIIATeIbHOE 00CIeI0BaHUE U BHUMATEJIbHOE HAOI0ICHKE.
KiroueBbie ciioBa: TuMdaHTHoIeiOMMOMAaTO3; aHTMOMUOIUIIOMa, MHrMOuTOphl mMTOR.
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Abstract

Lymphangioleiomyomatosis (LAM) is a rare, progressive, neoplastic lung disease characterized by excessive smooth muscle cell proliferation,
leading to the development of cystic lung lesions. The disease is caused by mutations in the tuberous sclerosis complex (7.SCI) or TSC2 genes.
It predominantly affects women. LAM is diagnosed in patients with tuberous sclerosis (TS-LAM) and as a sporadic disease (sporadic LAM, sLAM).
The aim of this study was to review the literature and present clinical data on patients with LAM. Methods. A brief literature review was prepared
using Scopus and PubMed databases. Data from our own clinical observations are presented. Results. A literature review and two clinical
observations of patients with LAM are presented, stratifying factors of an unfavorable prognosis. The first patient was premenopausal and had
multiple thin-walled air cysts, complicated by recurrent pneumothorax and left kidney damage (angiomyolipoma). The second patient was taking
combined oral contraceptives and presented with progressive respiratory failure with diffusely distributed progressive thin-walled cysts in the lungs,
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accompanied by a decrease in the lung diffusion capacity. Conclusion. Initial diagnosis of LAM requires a multidisciplinary approach, and once

detected, a thorough examination and close monitoring are necessary.

Key words: lymphangioleiomyomatosis; angiomyolipoma; mTOR inhibitors.
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JInmpanrnoneitommomaros (JIAM) — penkoe rporpec-
cUpylollee HeollJlacTuueckoe 3ab0j1eBaHue, XapaKTepu-
3yeMoe aHOMaJIbHBIM pa3pacTaHUeM TJIaJKOMBbIILIEUHbBIX
KJIETOK B KPOBEHOCHBIX, IMM(MATHUECKUX COCYIax 1 ajlb-
BeoJIax, MpUBOIsAIIce K (OPMUPOBAHUIO KHCT B JIETOU-
HOI TKaHU U Pa3BUTUIO PECIIUPATOPHBIX CUMIITOMOB,
YCTaJIOCTU, CHUKEHUIO TOJEPAHTHOCTHU K (hU3UUECKOI
Harpy3ske [1]. TTopaxkaeT nperumMyIecTBEHHO XEeHIIUH
JIETOPOIHOTO BO3pacTa, paclpoOCTPaHEHHOCTb COCTaB-
JIsieT 5 ciiydaeB Ha | MUTH XXEHILMH, CpeIHUIT BO3pacT —
34 rona [2, 3]. [To MUpPOBBIM JaHHBIM, PaCITPOCTPAHEH-
HOCTb B Hacrtogiee Bpems coctabisieT 80 000 60JIbHBIX
Ha 4 mupn keHuH [4]. B penkux cirydasx JIAM Bctpe-
YyaeTcs y My>KUuH [5].

JIAM MoXeT mposIB/ISITbCS B KAYECTBE CAMOCTOSITEb-
Horo 3a0oseBaHus (copamniyeckuit JTAM — C-JIAM)
WJIY B aCCOLIMAIINY € TyOepo3HBIM cKiiepo3oM (TC-JIAM).
Pacnpoctpanennocts TC-JIAM B 5—10 pa3 BbllIe
no cpaBHeHuto ¢ C-JIAM [3].

OcHoBy matorere3a JIAM cocTaBisieT TuIepaKTHBAa-
LIMsI CUTHAJIBHOTO TTyTH panamuiHa-1 (mTOR1), koTo-
PBIii perympyeT IMpoLecchl mpojudepannn KiIeTok [6].
AKTHBaIMS YKa3aHHOTO MyTU TTPUBOAUT K YPE3MEPHOMY
JIeJICHUIO aHOMAJTbHBIX TJIaMKOMBIIICYHBIX KIIeTOK (JIAM-
KJIETOK), ME€TacTa3pOBaHNE KOTOPHIX IT0 KPOBEHOCHBIM
U TUMGbATUYECKUM MYTIM O0BSICHSET MOJMOPraHHOCTh
TPOSIBJICHUM.

[Marorenetnueckast ocioBa C-JIAM u TC-JIAM — 310
MyTaiuu B komruiekce reHoB 1TSC1 unu TSC2 (Tuberous
Sclerosis Complex — TSC). Ognako npu C-JIAM pa3Bu-
BatoTcs comaTuyeckue mytatuu B reHax 7.SC 1 vnu TSC2,
a He 3aponbliieBble, Kak npu TC-JIAM. UMeHHO 3TUM
0OBICHSIOTCS (DEHOTUTTMYECKHE pa3Indrs B Ipeodiaga-
JO1LEM MMOPaKEHUM PECTTMPATOPHON CUCTEMbI, OTCYTCTBUU
CUCTEMHBIX TIPOSIBJIEHUI U HACJEACTBEHHOTO OpeMeHU
y 60abHBIX ¢ C-JIAM 1o cpaBHeHuio ¢ TC-JIAM [2].
Knerku JIAM MOTYT COCTOSITh M3 ABYX CYONOITYJISIIINIA:
MHo(pUOpPOo0IACTONOIO00OHBIE BEPETEHOOOPa3HbIE KIIET-
KM, 9KCIIpeccupymolmne 0ejJKy riaaakoil MycKyJaTypbl
(0-aKTWH, IECMUH, BUMEHTUH), U 3IIUTEJIMONON00HbIE
KJIETKH, 3KCIpeccupyomye raukonporenH S100 (cre-
nuduIecKuii Mapkep MeJaHOMBI U He3pesbIX MeJaHo-
LIUTOB, BBISIBJSIIOLIMICS MPU KOHTAKTE C aHTUTEJIaMU
K KJIETKaM YepHOil MelaHoMbI yenoBeka-45 (HMB45)
IIPY UMMYHOTMCTOXNMUYECKOM HccienoBanun) [7]. Jdo-
MOJHUTENIBHO IKCITPECCUPYIOTCS PELIENITOPHI K 3CTPOTeHY
U TIPOTeCTEPOHY, CTUMYJISILIMS KOTOPBIX TPUBOAUT K YCH-
JleHuto npoaudepauny u Murpaunu JAM-kieTox [2].
KpomMe mipeacTaBieHHBIX JaHHBIX, B HACTOSIIIEE BPEeMSI
B MaToreHese yAeJasieTCsl BHUMaHUEe HeraTUBHOMY BJIMSI-

HUIO MAaTPUKCHBIX METAJJIONPOTENHA3-2 U HEUTPOPUIIO-
CTUMYJIUPYIOLINX (PaKTOPOB Ha TeueHue 3a0oneBaHusI [2].

JuarHoctuka JIAM cTpouTcs Ha OCHOBAaHUM KJIMHU-
YECKUX, PEHTTeHOJIOTUIECKHX, Ta00OPaTOPHBIX 1, TIPU He-
00XOIMMOCTH, TeHeTUYeCKNX naHHbIX. [Inarno3 TC-JIAM
MOATBEPXKAACTCS MPU YCIOBUU HAJTMYMSI YCTAHOBJIEHHBIX
kputepueB (0onbiux U Manbix). Juarnos C-JIAM, npu
ncxmodyeHnn TC-JIAM u apyrux KMCTO3HBIX 3a00J€e-
BaHUI1 JIETKUX, YCTaHABIMBAETCS KaK OIpenesIeHHBINH,
BEPOSITHBIN UJIM BO3MOXKHBIi [8].

B peructp CBepaioBcKoit 061acTH BKITIOUEHBI 16 ma-
uneHToB (100 % — xeHiuHbl), Y 3 (19 %) 3 HUX AU-
arHoctupoBaH TC-JIAM, y octanbHbiX — C-JIAM. Xu-
pypruueckasi Bepudukauus 3ad0ogeBaHUs BBITIOJTHEHA
y 10 (62 %) GonbHbIX, y 8 (50 %) 13 HUX BeprUhUITNPOBAH
C-JIAM, y 2 (12 %) — TC-JIAM. O6paiaet Ha ceOs1 BHU-
MaHMe (HaKT TPOXUBAHUS 4 TTAIIMEHTOK, HE MMEIOIINX
MEeXIy cOO0Oli poACTBa, B OMHOM ropoje (HacejJeHue —
160 000 yenoBeEK).

Knunnyeckoe HabnropeHue Ne 1

[MammenTtka U. 1990 rona poxnenust. Cuuraer cedst 60IbHOMN
¢ 22.10.19, korma nociie pe3Koro noabemMa U3 MoJoXXeHUs Jiexa
OTMETWJIA TOSIBJICHUE OCTPOIi OOJIM B TPYIHOM KJIETKE CIIpaBa,
conpoBoXaawuieiics oaplkoi. 'ocnuranu3upoBaHa HEOT-
JIOXKHO B CTAl[MOHAP IO MECTY XKUTEJIbCTBA, [JI€ AMarHOCTUPOBAH
MPaBOCTOPOHHWI TTHEBMOTOPAKC, BBIITOJIHEHO IPEHUPOBAHTE
rieBpaibHOi nojoctu no IletpoBy. B cBsi3u ¢ BbIsIBIEHUEM
MHOXECTBEHHBIX TOHKOCTEHHBIX BO3IYIIHBIX KUCT MO JaHHBIM
KOMIIbIOTepHOI ToMOorpaduu Beicokoro pazpetieHus (KTBP)
3aI0J03peH BriepBbie AuardHo3 JIAM. B cBsi3u ¢ HEeyI0BIETBO-
PUTENIBHBIM pa3pelieHneM IMTHeBMOTOpaKca TepeBeieHa B TO-
pakajibHOE OTAEJIeHUE IPYTroro MEAULMHCKOTO YUPEXKACHUSI.

07.11.19 BBITTOTHEHBI BUIEOTOPAKOCKOIIHS CTIPaBa, KOHBEP-
CHST B TOPAKOTOMMIO, pe3eKIMs S3, 6 M yacT! almKaJIbHOTO TIpa-
BOTO JIETKOTO, TieBpoae3. [1o JaHHBIM TMCTOIOTMYECKOro UC-
cienoBaHus Mopgosiornyeckasi KapTuHa cooTBeTcTByeT JIAM,
WMMYHOTHCTOXUMUYECKOE UCCIIEI0BAHNE HE MTPOBOIUIOCE.

12.10.20 mocyie He3HAYMTETBHOM (PU3MIECKOI HATPY3KH pa3-
BUJICSI CIIOHTAaHHBIN MTHEBMOTOPAKC ciieBa. HeoToxHo rocnu-
TAJIM3UPOBAHA B CTALIMOHAP TIO MECTY XKUTEJIbCTBA, BBHITIOTHEHO
JNPEeHUPOBaHUE JIEBOI TJIEBPAJTbHOM MOJTOCTH.

19.06.21 cneunanuctaMu YpajlbCKOro HayYHO-MCCIIEI0-
BaTeTLCKOTO MHCTUTYTA (DTU3NOITYIbMOHOJIOTHY — (Drinaa
denepaabHOro rocyaIapcTBEHHOTO OIOIKETHOTO YUPEXKICHUS
«HanmoHanbHbIT MEAUTIMHCKUI UCCIENOBATETLCKUI TIEHTP
GTU3MOTTYTEMOHOIOTUN W MHGMEKIIMOHHBIX 3a00JIeBaHU»
MuHucrtepcTBa 3apaBooxpaHeHust Poccuiickoit Penepann
ycTaHoBJieH nuarHo3 JIAM. Ha3zHaueHa naToreHeTudeckas Te-
panusi ”HTMOMTOPOM MUIIEHU parlaMULIMHA Y MJISKOTUTAIOIINX
(mTOR) — cuponumyc 1 Mr B CyTKH, cTapT Teparuu — 13.05.22.
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B 2022 r. ycranosnena Il rpynma naBanmugHoctu. 29.09.22
TMOBTOPHO KOHCYJIbTUPOBAaHA B OKCIIEPTHOM IIeHTpe. B cBs3n
co cHuxeHueM (c 44,6 no 31,9 %) nuddysznoHHoIi criocoGHO-
CTM JIETKMX 10 MOHOOKcuy yraepona (DL ) nosa npenapara
yBeJIUYeHa 710 2 MT B CyTKM B TMHaMUKe. B HacTosIiee Bpemst
TIO3UPOBKA COXPAHSIETCS TIPeXHEN (2 MT B CYTKH).

Kimanyeckast kapTiHa 6pOHX000CTPYKTUBHOTO CUHIPOMA,
TTOATBEPKICHHASI COOTBETCTBYIONIMMU TAHHBIMU CITUPOMETPUH.
PexoMennoBana 6poHxonuTHYEeCKas Tepanus (MHIAKaTepOT
150 MKT 110 1 103€ B CYTKM IJIUTEIbHO). B manbHeiiem nH-
JaKaTepoJs 3aMeHeH Ha TUOTPOTHS OpoMuz 2,5 MKT 110 2 TO3bI
1 pa3 B CyTKH B CBSI3U C IUIOXOM TIEPEHOCMMOCTBIO [3,-arOHKMCTa
B BUJI€ TAXUKAPIUU.

Anamnes xcusznu. [1o TaHHBIM PETYISIPHOTO €XETOTHOTO
PEHTTEHOJIOTUIECKOTO UCCIIeNOBAHNS U3MEHEHNUS B JIETOUHOM
TKaHU HUKorna He onpenensiauch, KTBP opranos rpynHoit
kietku (OI'K) He mpoBoaMIaCE.

IIpogpeccuonanvhas epednocmn: MacTep MaHuKIopa ¢ 2022 1.
Craxa kypenus HeT. TpaBMbI u oniepaninu otpuniaet. Hacien-
CTBEHHOCTb He oTsroieHa. bepemenHocTeit — 1 (CpoyHBIE POIBI
B 2016 r.). B Teuenne nmociaenHux 6 Mec. 10 aeO0Ta CIIOHTAH-
HOTO TTHeBMOTOpakca crpasa (22.10.19) mpuHuMana KoMOUHM-
poBaHHbIe opanbHble KoHTpauenTusbl (KOK), HazHaueHHbIE
TMHEKOJIOTOM.

Ilepsuunoiii 06wuit ocmomp. 10.02.26 pusuKaIbHbIE JaH-
HbIe — 63 OTKJIOHEHU I OT HOPMbI. 6-MUHYTHBIIA IIATOBBIIA TECT
(6-MIIIT): HachILIEHNE KUCIIOPOIOM FeMOIIOOMHA KAITMJLISIP-
HOIi KPOBH, M3MEPEHHOE METOIIOM TyJibcoKcumeTpun (Sp0,), —
95—-94 %; uactora cepneuHbix cokpameHuit (YCC) — 71—-112
B MUHYTY; OJBIIIKA IT0 mKayue bopra — 1—3 6aa; pacctosiHue,
[poiiaeHHOE IIpu BhiosHeHNU 6-MIIT, — 480 m.

Pezyasmamor 1a60pamopHbIX U UHCMPYMEHMAaNbHbIX 00ced0-
eanuii. [lokazarenyn oOMIEKTMHUIECKUX UCCIENOBAHUN KPOBU
Y MOUYU, OMOXMMUYECKOTO aHaIN3a KPOBY HAXOIWJINCH B TIpeIe-
Jax pecdepeHTHBIX 3HAYSHU N, TTOITOMY B JTAHHOM ITyOIMKAIIUN
MOPOOHO HE TIPUBOMISITCS.

15.05.21 o marHbM KT opraHoB GpIOIIIHOM MOJIOCTH C KOH-
TPACTHBIM YCWJICHHEM BbIsiBIieHa KpyrHast (97 X 64 X 62 MM)
anrnomuonumnoma (AMJ]) B ieBoii oUKe, HETTOTHOE YABOSHE
JIEBOI TIOYKM, MHOKECTBEHHBIE JINTIOMBI B TIPaBOii HOJIE Teve-
Hu. KoHcympTpoBaHa ypoaoroM, peKOMEHIOBaH aKTUBHBIN
KOHTpOJIb Hax pazmepamu AMJIL.

07.04.22 BBITIOJIHEHA 2HIOBACKYJISIpHAS SMOOJIM3ALIMST CO-
cynoB AMJI neBoit mouku.

Ha ocHoBannu mpoBeneHHbBIX 00cenoBanuii chopmMym-
poBaH nmuarHo3 criopagnyeckuii JJAM, onpeneneHHbIN, OCIOX-
HEHHBIN pelUINBUPYIOIIUMU ITHeBMOoTOpakcamu (22.10.19 —
crpaBa, 12.10.21 — cineBa). Mopdomorndecku BeprupUIIMpOBaH
(07.11.19 — BUIEOTOPAKOCKOIIHUS CIIPaBa, KOHBEPCHS B TOPAKO-
TOMMUIO, pe3eKIust S3, 6 U YaCTH anMKaaIbHOTO MPABOTO JIETKOTO,
IJIEBpOZe3 CIIpaBa). XpOHUIecKasl bIXaTeTbHasl HeIOCTaTOU-
HocTb | crenenu. Kpynnass AMJI sieBoit, 4aCTMUHO yIBO€HHOM
ITOYKH. DHIOBACKYJIsSIpHast aMbosm3aiust cocynoB AMJI 07.04.22.

Jlonoanumenvroe obcaedosanue. Dxokapauorpapusi oT
05.07.23 — B mpenenax (pU3MOIOTMIECKOM M BO3PACTHOI HOPMBL.

VasrpasBykosoe uccnenosanue (Y3U) opraHoB Maioro taza
(OMT) ot 27.10.24: xucTa 1eBOro SMYHUKA ((OJTUKYISIpHAS).

JnHaMuka roxasatesneil GyHKIIMOHAIBHOTO UCCIeTOBAHIS
PpeCIMPaTOPHOIL CUCTEMBI ¥ YPOBHsI catypauuu ¢ 2021 mo 2026 r.
npenacrabieHa B TaoI. 1.

Jdunamuka nanubix KTBP ¢ ykazanuem neHcutomerpu-
4eCKOro (KOJIM4YeCTBEHHOTO0) nHaekca sMmbusemsl (IND, %),
npencrasieHa Ha puc. 1. IUD paccuntan B COOTBETCTBUU
C TUTOTHOCTBIO JIETOYHOU TKaHU, COOTBETCTBYIOIIe —950 emnu-
nut Xayachwuina (HU) [9].

WD B 2020 r. cocraBmi 23 %, B 2026 1. — 21 %. YMmeHb-
mieruie JIND Ha 2 % oOBbSCHSIETCSI MOJHBIM PErpeccoM Majioro
JIEBOCTOPOHHETO ITHEBMOTOPAKCA.

Pazmepnst AMJI 3a BpeMst HaOII0AeHUS YMEHBIIMINUCH. 1~
HaMMKa IPOIEMOHCTPUPOBAHA Ha puUC. 2.

B Hacrosiiiee BpeMst COCTOSTHYE TTAIIMEHTKU OLIEHUBAETCST
Kak crabunbHoe ¢ 2022 1. [IpomoirkaeTcst aKTUBHBIN TUHAMU-
YECKUI1 KOHTPOJIb.

Knunnyeckoe HabnropaeHue Ne 2

IMauuentka I'. 1973 roga poxaeHus BriepBbie oOpaTUIach
K IyJIbMOHOJIOTY B HOs10pe 2022 T. ¢ >Xajio0aMu Ha MPOrpeccu-
PYIOIILYIO OJIBIIIIKY B TeUeHUe | Tona 1 CHIKeHUE TOJIEPaHTHOCTH
K (puznyeckoii HarpysKe.

Anamnes 3abonesanusn. Cuutaer cedst 6onbHoI ¢ 2021 1.,
KOTZIa BIIepBhIe CTajla 3aMevaTh ONBIIIKY B OBITY U Ha paboTe.
B teuenue 2022 r. ofpliiika MeIJIEHHO MTPOTrpeccupoBaia, CHU-
3WJIACh TOJIEPAHTHOCTD K BHITIOJTHEHUIO OBITOBOI (hU3MUecKOi
Harpy3ku. 12.11.22 nanueHTKa KOHCYJbTUPOBaHA IMyJIbMOHOJIO-
TOM U HalpaBjieHa Ha JOTOJTHUTEbHOe 00CIeI0BaHMe.

Anamnes scuznu. VI3BeCTHO, UTO MO JAHHBIM PETYJISPHOTO
€eroIHOTO PEHTTEHOJIOTUIECKOTO UCCIeNOBAHUS NU3MEHEHUS

Tabauua 1

Jlunamura noxaszame.eii )yHKUUOHANbHOO0 UCCACO08AHUSL PECNUPAMOPHOU CUCHEMbL U HACHIUWEHUSA 2eM02A00UHA

Kanuaaapuoi kpoeu kucaopooom (2021—2026)
Table 1

Changes in the functional parameters of the respiratory system and oxygen saturation of hemoglobin in capillary blood

(2021 — 2026)

weormes | Ol OEN, %, oon, %, 00B/ONEN | O0B,%,, | OKEN%, | e
10.06.21 146 724 684 083 678 83,1 %
25.01.22 356 - - 0,95 524 551 )
30.01.24 370 - - 103 65,7 634 %
121224 27 88,6 136 092 793 826 %
17.07.25 27 8 145 091 59,7 564 %
0202.26 23 87 144 083 59 61 %

Mpumedatie: DL ., — BucDy3uOHHas CrocoBHOCTb nerkyx no MoHookeuay yrnepoa; OEN ~ obuwas emkocTb nerkix; OO — ocTatodHbii 06bem nerkix; OOB, — 0bbem dhopcuposarHoro Bbifoxa
3a 1-t0 cekyay; ®KE - dhopenposaHHas xu3HeHHas eMKoCTb nierkwx; SpO, — HachiLeHve remornobiuHa kanunnapHoi KpOBU KUCTIOPOAOM, 3MEPEHHOe MeTOROM NynibcokcumeTpun; 6-MLLT —

G-MVHYTHbIV LIAroBbIN TECT.
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Puc. 1. IlunamMuka KOMIIbIOTEpHOI1 TOMOTpacduu opraHoB rpyaHoii kietku: A — ot 12.10.20; B — o1 06.02.26

Figure 1. Chest computed tomography scans: A — October 12, 2020; B — February 06, 2026

Puc. 2. AHTMOMMOJIMITOMA JIEBO ITOYKU 0 U ITOC/Ie SHIOBACKYIISIpHOI aMOom3aiuu cocynos 07.04.22: A — ot 15.05.21 (97 X 64 X 62 MMm); B —
ot 15.07.25 (37 X 37 X 30 MM)

Figure 2. Angiomyolipoma of the left kidney before and after endovascular embolization of vessels on April 07, 2022: A — on May 15, 2021 (97 X 64

X 62 mm); B — on July 15, 2025 (37 x 37 x 30 mm)

B JIETOYHO! TKaHW HUKOTIA He omnpenesiiuck. [Ipodeccro-
HaJIbHasT BPEIHOCTh He oTMeueHa. HaciencTBeHHOCTR: y oTiia
3JI0Ka4ecTBEHHOE HOBOOOpa3oBaHUe JTeTKnx. bepemMeHHOCTEH
4 (2 cpOYHBIX pOIOB, 1 MEMUIIMHCKUIT a00pT, 1 BEIKKMAKIII). [1o-
ciemHue cpouHbie poasl — B 40 et (2013). B TeueHme mocmemHNX
16 et npuanmana KOK, Ha3HaueHHbIE THHEKOJIOTOM.

Ilepeuunviii 0owuit ocmomp. 17.02.26 dusuKaabHbIE JaH-
Hble — 6e3 OTKJIOHEeHM#t 0T HOopMbL. 6-MILT: SpO, — 9585 %,
YCC — 87—107 B MuHYyTY, OIbIIIKAa ITO IKane bopra — 2—3 Gajna,
paccTostHue, IIpoiIeHHOe TIpy BoirmonHeHun 6- MIIT, — 320 M.

Pe3zyasmamor 1a60pamopHbIX U UHCMPYMEHMAaNbHbIX 00cAed0-
eanuii. Tlokazatenyn oOIMIEKTMHUIECKUX UCCIeIOBAHU KPOBU
Y MOYU, OMOXMMUIECKOTO aHaTN3a KPOBY HAXOIVJINCH B TIpeIe-
Jax pecdepeHTHBIX 3HAYSHUH, TTOATOMY B JAHHOM ITyOIMKAIIUNT
TTOPOOHO HE TIPUBOMISITCS.

DyHKIIMOHAIBHBIE PECTTMPATOPHBIE TOKA3aTEIN TIPEICTaB-
JIeHbl B Taou. 2, nanasie KTBP — Ha puc. 3. Onpenenstorcs
nuddy3HO pacTipocTpaHeHHbIE TOHKOCTEHHBIE KUCTBI, OKPY-
JKeHHBbIE HEM3MEHEHHO JIETOYHON TTapeHXNMOM, YTONIIEHIEe
BHYTPHIOJIBKOBBIX TIeperoponok. JIAM (?).

Paccuurana nuHamuka JND:
¢ 01.12.22 - 21 %;

* 19.02.25—34,6 % (+13,6 %);
+ 10.02.26 — 36,5 % (+1,9 %).

[To pesynbratam nepuoanueckoro KTBP BoisiBiaeHO 1po-

rpeccupoBanme JAND ¢ 2022 mo 2025 r. [Tpu oTcyTcTBUM N3Me-

penus [JVD BusyanbHast olleHKa KOJIMYeCTBA U pa3Mepa KUCT
TPENCTaBISIIACH 3aTPYTHUTEILHOM 1 COCTABIISIIIA JIOXKHOE BIIE-
YaTJIeHNe O CTAOWILHOM TeUeHUM 3a00JIeBaHUS.

B 2022 r. mo peKoMeHIaIMY THHEKOJIOTa 3aBepIlEH ITpUeM
KOK.

18.01.23 manmeHTKa KOHCYJIbTUPOBaHA JePMaTOJIOTOM: JIep-
MaTOJIOTUIECKH 3A0POBA, KOXHBIX MTPOSIBICHUI TyOepO3HOTO
CKJIepO3a HeT.

Ha ocHoBanuu mpoBeneHHBIX 00CIeTOBaHUI YCTAHOBIEH
mrarHo3 C-JIAM (BeposITHBIN). XpoHUUECKasT TbIXaTeIbHast
HEIOCTaTOYHOCTH 11 cTeneHu.

COBMECTHO C MTAIMEHTKOM MPUHSITO PEIIeHNe BO3NEPKATHCS
ot Mopdoorndeckoii Bepubukaimy 3aboneBanus. [IposeneHo
OCBUIETEIHCTBOBAHNE MEIUKO-COIUATBHON SKOHOMUYECKOU
Komuccuei, B anpesie 2023 r. ycranosieHa I1 rpyrma naBanm-
HocTH. BpaueGHoOIT KoMuccuei MPUHSTO pellieHne 0 Ha3Havye-
HUU MaleHTKe rmatoreHeTnueckoit tepanmuu. C mioHs 2023 r.
Havaro JedyeHne nHruoutopom mIOR — cuponmmyc 2 MT B cyT-
KU; B CBSI3U C OPOHXOOOCTPYKTUBHBIM CTHIPOMOM Ha3HaueHa
WHTASIIIMOHHAST OPOHXOJIMTHYECKAsT Teparnvis (PUKCUPOBAHHOMN
KOMOWHAIMEe olonaTepost / THOTPOTTHST OPOMUTI.

Jlonoanumensroe obcaedosanue. 1o naHHBIM 9XOKapAMOTpa-
un ot 28.02.24: cTeHKM aOPTHI YITIOTHEHBI, MATPAIbHAS I TPH-
KycnupanbHast peryprutamms 0—I crenenu, dppakiust Beiopoca
(o Simpson) — 60,9 %, cucronnueckoe AaBACHUE B JIETOUHOM
apTepuu — 23 MM PT. CT., iepuKapa 6e3 0COOEHHOCTEI.
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B

c

Puc. 3. /lunamuka KOMIBIOTEpHOU ToMOrpacdun opraHoB rpyaHoii kieTku: A — ot 01.12.22; B — ot 19.02.25; C — ot 10.02.26
Figure 3. Chest computed tomography scans: A — December 01, 2022; B — February 19, 2025; C — February 10, 2026

Tabauua 2

,ZIuHatha noxasameaeri ¢yﬂl€l(u0ﬂa/lbll020 uccaedosanus pecnupamopnozi CUCmeMmMbl U HACHIWECHUA 2emo2100una

Kanuaaapuoi kpoeu kucaopooom (2022—2025)
Table 2

Changes in the functional parameters of the respiratory system and oxygen saturation of hemoglobin in capillary blood

(2022 — 2025)

” cnf;;: _ DLy, %y OEN, %, oo, %,,,, 00B, | GXEN 00B,, %, OKEN, %, Sgﬁzu:';fg/le
01.12.22 42 148 196 0,68 7 106 85
02.02.23 38 140 200 0,62 61 98 76
14.06.24 325 135 203 0,58 54 93 86
07.02.25 295 134 210 0,59 50 84 86
03.10.25 33,1 137 191 0,60 61 102 88
12.02.26 295 143 219 0,66 57 86 86

Mpumeare: DL ., — Bucdy3uoHHas cnocoBHOCTs nerkvx no MoHookeuay yrnepoa; OEN - obuwas emkocTb nerkux; OO ~ ocTatodHbiin 06bem nerkux; OOB, — 06bem dopeuposaxHoro Bbifoxa
3a 10 cekyHay; OXKEN - dopenpoanHas kuaHeHHas eMkocTb nerkix; SpO, — HacblLLeHve reMornoBuHa KanunnapHOi KPOBY KCTIOPOOM, M3MEPEHHOE METOTIOM MynbcokeumeTpuu; 6-MLLT —

6-MUHYTHbIV LWAroBBII TECT.

'Y3U opraHoB Opro1IHOM MojocTh 1 rmovek ot 21.03.24: nud-
(y3HbBIE U3MEHEHNST TTOIXKETYTOUHON KeJIe3bl.

VY3U OMT 10.07.24: samomeTpro3, oopa3oBaHue JEBOTO
auyHuka (kucta). KT opraHoB OpIOIIHOI MOJOCTH, 3a0pIo-
muHHOTO npocTtpaHcTtBa, OMT ¢ BHYTPUBEHHBIM yCHJICHUEM
ot 16.04.25: xucta SVII neuenu, BeposTHO, remaHruoma. Kucter
SIMYHUKOB C AIBYX CTOPOH.

3a manueHTKO! MPOIoJIKeHO NaibHeiilee HabIoaeHE.

JnHamuka riokasateseil GyHKIIMOHAIEHOTO UCCIIeTOBAHMS
pecnuparopHoil cucteMbl U ypoBHs SpO, (2022-2025) orpa-
KeHa B Tabj1. 2. CniupoMeTpuyecKue rmokasaTeju MpuBeaeHbI
0 pe3ysabTaTaM OPOHOXOIUTUYECKOTO TECTA.

YuuTeiBasi mporpeccupoBaHue 00JIE3HU B BUIE YXYALICHUS
yHKIIMYT pecpaTOpHOIl CUCTEMBI, HApACTAHUSI OCTATOYHOTO
obbema Jierkux u 1IN, cBueTebeTByoIee 00 OTPUIIATETLHOM
nuHamuke JIAM, c aBrycra 2024 1. 1o pelieHuo BpauyeOHOM
KOMMCCHHM YBEeJIMYEeHA TO3MPOBKA CUPOIMMYCA 110 3 MT B CYTKU.
CnmpoMeTrpuyeckue nokasarejan Ha (poHe OPOHXOIUTUYECKOM
Tepanuu COXpaHsTUCh Ha MpexHeM ypoBHe. CTabuibHOE Te-
yeHne JIAM ycTaHOBIIEHO Ha OCHOBAaHMY KIMHUKO-GYHKIINO-
HaJIbHBIX ITOKa3areseii ¢ 2024 1., MoaTBepKAeHHOE Pe3yIbTaTaMKi
KTBP or 10.02.26 (GoJbie Ha 1,9 % 1o cpaBHeHuIO ¢ 2025 1.).

IMponoskaeTcst akTUBHBIN TUHAMUYECKHUI KOHTPOJIb.

O6cyxaeHue
HDCI[CTaBI[eHHI)Ie KIIMHUYECKUEC HaﬁﬂlO,Z[eHI/IH HE SABJIAIOT-

Cs YHUKAJIBHBIMU, KaK pa3 Ha000poT, MMPOIEMOHCTPUPO-
BaHO JOBOJIbHO TUITMYHOE Pa3BUTHE COOBITUM y MallMeH -

ToB ¢ JIAM. MenieHHoe nMporpeccupoBaHue, OTCYTCTBUE
IpyObIX MATOJOTUYECKUX M3MEHEHUI B JISTOUHOM TKaHH,
JIOCTYTTHBIX (hJII0OporpachuuecKoMy UCCIIEA0OBAHUIO B TIEP-
BbIE TO/IbI 3a00JIEBaHMsI, CITOCOOCTBYIOT HE3AMETHOMY TSI
KJIMHULMCTOB M CAMOTO IMallMeHTa IeOI0TY IEPBhIX CUM-
ToMOB 00sie3Hr. OTHOBPEMEHHO C 3TUM ITaTOreHEeTHYe-
CKU TeueHHUe 3a00JIeBaHUsI YCYTYOIsIeTCsl B PENPOTYKTUB-
HoM Bospacrte, npu nnpueMe KOK u 6epemenHoctu [10].

Knunuueckue nposiBienust JAM MoryT ObITh BeCbMa
pa3zHooOpa3HbiMu. Hanbonee TMIMMUHBIMY BHEJIETOYHBI -
MU TIposBiieHusIMU sBisieTcss AMJL: y 90 % manmeHTOK
¢ TC-JIAM u 30—40 % — ¢ C-JIAM. [10]. [THeBMOTO-
pakc, XuiIoTopake, TMMMaHTUOJIeHOMUOMBI, a TaKXKe
pasHooOpa3Hble BHeseTouHbIe TiposiBieHnst TC crienyeT
yuuThIBaTh npu auarHoctuke JIAM [11]. Cpeau Hau-
0osee MHMOPMATUBHBIX TaOOPATOPHBIX OMOMapKEPOB
BBIIEIISIETCS M peKOMEHIYETCs MCCIIeNOBaHNE YPOBHS
dakropa pocra sugorenusa cocynoB D (VEGF-D) [11,
12]. OnHako JaHHBINM BUI MCCIeOOBaHUS TOCTYIIEH
B O'paHUYEHHOM YHCJIe [IEHTPOB U HE UCIIOIb3yeTCs
B PYTUHHOM TTPaKTUKE B OTEYECTBEHHOM 3[paBOOXpaHe-
Huwm [12, 13]. OnHUM U3 «HaIEXKHBIX», HO B TO K€ BpeMs
TPaBMaTUYHbIX [IJIs1 TALIMEHTa METONOB TMAarHOCTUKU SIB-
JIsieTcsl xupypruueckasi ouorncus jgerkoro [11]. Hepeako
MaHHdecTalns 3a00JIeBaHUS IIPOUCXOIUT CO CITOHTaH-
HOTO ITHEBMOTOpPAaKca WM OCIOXHEHUS, BBI3BAHHOTO
AMIJI (Hanpumep, He(PIKTOMUS MO MOBOAY OOJILIINX
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pazmepoB AMJI). DT 00CTOATENBCTBA CITOCOOCTBYIOT
MopdoIOrnuecKoit BepudurKaluy AMarHo3a u qajabHei -
el MapIIPyTU3ALUHU B CIICIINAIN3UPOBAHHBIC IICHTPHI.
VY yacTu ManmreHTOB TUCTOJIOTUYECKOE TTOATBEPKICHUE
nuarHo3a JIAM oTcyTcTByeT, OIHAKO AOIMOJHUTEIbHbIE
METOIbI 00CIeIOBAaHNSI U HAIMIME 0003HAYCHHBIX KPU -
TepueB 3a00JIeBaHUS ITO3BOJISIOT YCTAaHABINBATH KaK
C-JIAM, tak u TC-JIAM.

HecmoTpst Ha miuTenbHOE pa3BUTHE U TeueHUE 3a00-
JIeBaHUsI, HE CTOUT HEJIO0OLIEHNBATh HEOTIACTUYECKYIO
npupony JIAM M, COOTBETCTBEHHO, pealnu3yeMblii Me-
TactaTyeckuii moreHuan. Kiacrepusriit anamms JIAM-
KJIETOK MTOKa3bIBAET MX CXOACTBO CO 3JI0KAYECTBEHHBIMU
KJIETKaMM paka MOJIOYHOM KeJe3bl, KeJlyaKa, JerKux
1 YPOTEHUTAIBHOTO paka [12]. Y mammeHToK, mepeHeCIImx
TPaHCIUIAHTAIINIO, B HOBBIX JISTKUX BHOBb OOHAPYKMBa-
I0TCSI KJIETKM, TeHeTUYeCKU uaeHTuYHbIe JIAM -kneTkam
yIAJIEHHBIX JIETKUX, YTO CBUAECTEILCTBYET O MeTacTaTIe-
CKOM TIOpaXkKeHNU PECITUPATOPHON TKAHU M HUBEJIUPYET
MOJIOXKUTENbHBIN 3(P(PeKT, Kazanoch Obl, paguKaJIbHOTO
metona neyeHus [ 14]. Kpome atoro, IAM-KJeTK1 MOTYT
OOHapYKMBAaTLCI BO BCEX OMOTOTMUCCKUX KUIKOCTSIX
opranusma [15]. Jleuenue JIAM oCHOBBIBAaeTCSI Ha COB-
PEMEHHBIX TIPEICTABICHUSIX O TTATOreHe3¢e 3a00J1eBaHNS.
OcHoBHas Irpymna Ha3HavYaeMbIX ITpernapaToB — 9TO UH-
ruoutopsl MTOR (cuponumyc, aBeponumyc). [lonreep-
XKJIEHO UX BJIMsSHWE HAa yMeHblleHue pazmepoB AMJI,
JICUeHUE XWJIOTOpaKca, yBeJandeHue oobema hopcupo-
BAHHOTIO BbIIOXA 32 1-10 cekynay (OPB)), samennenue
TeMmIa rmagaeHust GyHKUUU Jerkux [16].

ITo maHHBIM psia UCCIIeOBAHMIT ITOKA3aHO TTOBBIIIIE -
HHE YPOBHSI META0OJUTOB TMCTAMUHA KaK B OKPYXEHUM
JIAM-xkJleToK, Tak 1 B HUX camMux. B HacTosiiiee Bpemst
y3Ke TIPOBOJISITCST COOTBETCTBYIOIINE MCCIIEAOBAHMS (KOM-
OuHauus nHruouropa H -rucraMmHoBOro peuenropa jio-
paTaauHa U panamuuuHa) [16, 17].

Ponb uMMyHHOI cucteMbl, B YacTHOCTU T-numdo-
LIMUTOB, U3yJaeTcs B psiZie HAyYHBIX paboT [16]. Dkcnepu-
MEHTaJIbHO, Ha MBIIITMHBIX MOJEIISIX, TTOKa3aH ITOJIOXKM -
TeJIbHBIN 3 @MEKT TapreTHOTO BO3AEICTBUS Ha 0COObIE
oenxku T-nuMbouuToB B BuAe 3aMeuieHus pocta JIAM-
KJIETOK [16]. OOCYKIAIOTCS ¥ UCCIEAYIOTCS UHTUOUTOPBI
Src-krHa3H (HepelenTOPHBIe TUPO3UHKIUHA3KI U TIPO-
TOOHKOTCHBI, YYaCTBYIOIINE B IMIPOIrdepaim, moaBIK-
HOCTHU M BbIXKMBAHUU KJIETOK), UHTUOUTOPHI ayTo(aruu
1 TOPMOHBI [T JieueHnst JIAM [16].

ITporro3 mist 60nbHBIX ¢ JIAM cepbe3nbrit. CunTa-
eTcsl, uTo Oosiee OJIaroNpUSITHBIM T€UEHUEM COIIPOBO-
xnaetcsa TC-JIAM, no cpaBHeHuto ¢ C-JIAM. OgHako
UMEIOTCSl UCCIIeIOBAHUSI, KOTOPbIE HE MOATBEPKIAIOT
JAHHYIO TUIIOTEe3y W IeMOHCTPUPYIOT OMMHAKOBYIO CKO-
poctb naaeHust pyukimm jerkux [18]. ITo onbiTy MHOTO-
JIETHETO M3y4yeHUsl 3a00J1eBaHUs onpeaeaeHbl (haKTOPbl
071arONpUSITHOTO U HEOJIAronpusiTHOTO mporHosa [18].
K dakTopam 01aronpusITHOTO TIPOTHO3a OTHOCATCS T10-
xwuoit Bospact, O®B, > 70 %WX Ha MOMEHT YCTaHOBJIEe-
HMSI IMarHo3a, MOCTMEHOMay3aJIbHbIN CTaTyC; (hakTopamMu
HeO0JIarompUsITHOTO TTPOTHO3a CUMTAIOTCSI TIPOTPECCUPY-
oIIasT OIbIIIKA IIPY OOpaIlleHUH, TTpeMeHOTIay3aTbHbIN
nepuoa, OPB < 70 %mm Ha MOMEHT YCTaHOBJIEHUS
IMarHosa, oopatumMasi OOCTPYKIIMS AbIXaTeJIbHBIX ITy-

Tel, KUCIOPOI03aBUCUMOCTb, 00Jie€ BHICOKME YPOBHU
VEGF-D (> 800 ur / mu") [18].

B npencraBieHHBIX KITMHUYECKIX HAOMIOACHUSIX CTpa-
TUDULIMPOBAHBI (haKTOPHI HEOJIATOIIPUSATHOTO ITPOTHO3A.
Hns 1-i1 malilueHTKM — MHOXECTBEHHbIE TOHKOCTEHHbBIE
BO3IYIIHBIE KMCTHI B MIPEMEHOIay3aIbHOM ITepuoe,
OCJIOXKHUBIIMECS PeUUAUBUPYIOIIUM ITHEBMOTOpaK-
COM; TSl 2-11 TAlIMEHTKU — IIPOTPECCUPYIOIIAsT OMBIIITKA
Ha ¢oHe npuema KOK, mporpeccupytoiias abixateiab-
Hast HeOCTAaTOYHOCTH ¢ T PY3HO pacpoCcTpaHEHHBIMU
IIPOTPECCUPYIOIINMUA TOHKOCTEHHBIMU KMUCTAMU B JIET-
KHUX, CONpoBOXaatouuecs naaennem DL . DTu 1aHHbIe
TOTIOJIHSIIOT Pe3yabTaThl (PYHKIIMOHATBHBIX U JTYYEBBIX
00cJieIoBaHMi B TIPOTHOCTUYECKOM OLIEHKE TeUEHMS 3a-
OosieBaHMsI.

O6muM hakToM B HAOJIIOAECHUSX SIBJISIETCS MPUEM
KOK Ha MmomeHT BoigBieHust JJAM. U3BecTtHO, uTO O€-
peMmeHHocTh U mpueM KOK MoryT crioco6cTBOBaTh Mpo-
rpeCcCUPOBAHUIO 3a00JICBAaHUS 3a CUET 3CTPOTEHOBOM
CTUMYJISILIUY CUTHAJBHOTO MYTHU MPOJnepaliny KIeTOK
mTOR [19].

3akntoyeHue

JIAM — penkoe cuctemMHoe 3a00JieBaHUE, KOTOPOE ac-
COLIMMPYETCS ¢ KUCTO3HOM AECTPYKIIMEH JETKUX, TIPO-
IPECCUPYIOIINM MagecHUEM PeCITMPaTOPHBIX (DYHKIINO-
HaJIBHBIX TTOKa3aTesieli, pa3BUBAIOIIMMCS JTM00 Ha (DOHE
TyoeposHoro ckiieposa (TC-JIAM), nubo criopaguuecku
(C-JIAM). [1nsa nepBuuHoii nuarHoctuku JIAM tpedyercs
MYJIbTHIMCHMIUIMHAPHBIN TToaxon. [1pemapaTamu BeIOOpa
ISt iedeHus saBasioTess nHruouTopsl mIOR. Tlpu mpo-
rpeccrpoBaHUM 3a00JIeBaHUSI TTOKa3aHa TPaHCIIaHTaLIUS
JIETKUX.
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JlumdpaHruonenomMmomaros, acCoLMMPOBaHHbLIN C TYOEPO3HbIM
CKNepo30oM: KNMH1Yeckoe HabnogeHue
T.B.Kanaesa, H.A.Kapoau ™

®ezepaibHoe rocynapeserHoe GioxeTHoe 00pa3oBaTelbHoe yupexKieHue Bbicuiero 00pasoanis «CapaToBCKHii rocy apeTBeHHbIl MeMIMHCKILT HHBEPCHTET
umenn B.1.Pasymosckoro» Munucrepersa 3apasooxpanenns Poccuiickoii ®enepamn: 410012, Poccust, Capato, yi1. Boabmas Kazauss, 112

Pesome

JInmpanrnoneitomnomaros (JIAM) — 3T0 penkoe, CUCTEMHOE U TIPOTPECCUpYIOIee OIyXojieBoe 3abosieBaHNe, XapaKTepru3yeMoe aHOMaTbHOM
nposudepaleil BepeTeHOOOpa3HbIX MaAKOMBIILIEYHBIX KIETOK. DTU KJIETKU NMPOHUKAIOT B JIETKKE, MOYKU U JUMGPATUUECKYIO CUCTEMY, UTO
MPUBOANT K Pa3BUTHIO IU(MOY3HBIX TOHKOCTEHHBIX KHCT JIETKUX, TMOYEUHBIX aHTMOMHUOJMIIOM W Pa3iIWYHBIX JUM(MATUYSCKUX aHOMAJIUIA.
Bboinensitorcst 2 ocHoBHBIX BapraHTa JIAM — cniopanunyeckuii (CJIAM) u accoliumpoBaHHbIi ¢ TY0epo3HbIM ckiiepo3oM (TC-JIAM). 3ab6oseBaHne
HMMeEET BhIPAXXEHHYIO TEeHIEPHYIO MPEAPACITONIOKEHHOCTD 1 MOpaXKaeT MPEeUMYIIECTBEHHO KEeHIIIMH PErpOayKTUBHOTO Bo3pacTa; JIAM y MyXuuH
BCcTpevaeTcst KpaitHe peiko. Llesibio paboThI SIBJISIOCH OTTMCaHKe Cilydast JUTUTEIbHOTo HaboneHus 3a raiueHTkoi ¢ TC-JIAM Ha ¢oHe Tepanuu
3BeposinMycoM. PesyibTaThl. B npeacTtaBieHHOM KIMHUYECKOM HaOJIIOACHUN MPOJAEMOHCTPUPOBAHO OTHOCUTEIBHO JOOPOKAUECTBEHHOE Teue-
HUe 3a00JIeBaHUS Y TTALIMEHTKY C IMarHOCTUPOBAHHBIM B IeTCKOM Bo3pacte TC, mopaxkeHreM KOXHU, HapaCTaHUEM a30TeMUM Ha (hoHe pa3pbiBa
AHTMOMMOJIMITOMBI ITOYKHU U BbIsiBIeHHEM JIAM B 3pesioM Bo3pacte. Ha hoHe cBoeBpeMeHHOro HazHaueHust MHruoutopoB mTOR Habaomanoch
BOCCTAHOBJIEHUE (YHKIIMM TOYEK, He ObLIO CYHIECTBEHHOTO HapacTaHWsl HapylleHWs (DYHKIIMU BHEIIHEro [bIXaHWS. 3aKJI04YeHHue.
MyJIbTHINCIMIUTMHAPHBIN TIOAXO K 00CIeI0BaHUIO U JiedeHHIO 60TbHBIX TC SIBIsieTCsT KIIOUYEBbIM (DaKTOPOM B CBOEBPEMEHHOI BeprbUKaIIM1
JIMarHo3a v BbIOOpE TeparneBTUUECKOM TAKTUKHM, CITOCOOCTBYET CHUXKEHUIO PUCKA MPOTPECCUPOBAaHUSI OPraHHOM AMCGHYHKIIMM.

KnroueBbie ciioBa: TyOEpO3HBI CKIIepo3, TnMbaHrroneiiomruomMaros, HHruoutopst mTOR.

KondumkT uarepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.

®unancuposanue. GMHAHCUPOBAHKUE UCCIICIOBAHUS OTCYTCTBOBAJIO.

DTHyecKas 3KCNepTH3a. YYacTHUKU MCCIIeIOBAaHUS MOAMMCAIN WH(MOPMUPOBAHHOE TOOPOBOJIBHOE COTlache Ha MyOJIMKAIMIO 00e3TMICHHBIX
JIaHHBIX.

® Kawnaesa T.B., Kapoiu H.A., 2026

Hns uutupoanust: Kanaesa T.B., Kapoiaun H.A. JlumdaHruoneitoMmomMaTo3, acCOUMMPOBAHHbBIN C TYyOEPO3HBIM CKJIEPO30M: KJIMHMUYECKOE
HabmoneHue. [lyasmononoeus. 2026; 36 (3): 497—505. DOI: 10.18093/0869-0189-2026-36-3-497-505

Lymphangioleiomyomatosis associated with tuberous
sclerosis: a clinical case report

Tatyana V. Kanaeva, Nina A. Karoli **

Federal State Budgetary Educational Institution of Higher Education “Saratov State Medical University named after V.I.Razumovsky”, Healthcare Ministry
of the Russian Federation: ul. Bol’shaya Kazach’ya 112, Saratov, 410012, Russia

Abstract

Lymphangioleiomyomatosis (JIAM) is a rare, systemic and progressive tumor disease characterized by abnormal proliferation of fusiform smooth
muscle cells. These cells penetrate into the lungs, kidneys, and lymphatic system, which leads to the development of diffuse thin-walled lung cysts,
renal angiomyelitis, and various lymphatic abnormalities. There are 2 main variants of JIJAM: sporadic JIAM (sJIAM) and JIAM associated with
tuberous sclerosis (TS). The disease has a pronounced gender predisposition and affects mainly women of reproductive age. JIAM in men is
extremely rare. The aim of this study was to demonstrate clinical case of long-term follow-up of a patient with JIAM associated with TS with the
background of everolimus therapy. Results. The presented clinical observation demonstrates a relatively benign course of the disease in a patient with
TS diagnosed in childhood, with skin lesions, an increase in azotemia against the background of rupture of renal angiomyolipoma, and JIAM
detected in adulthood. Timely administration of mTOR inhibitors was associated with recovering renal function and no significant increase in
pulmonary function impairment. Conclusion. A multidisciplinary approach to the examination and treatment of patients with TS is a key factor in
timely diagnosis verification, timely therapeutic tactics, and reducing the risk of progressing organ dysfunction.

Key words: tuberous sclerosis, lymphangioleiomyomatosis, mTOR inhibitors.
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JIumdanruoneitomruomaros (JIAM) — aT0 penkoe, cuc-
TEMHOE U TIPOrpeccUpylolliee omyXoJieBoe 3abojieBaHNe,
XapakTepu3yeMoe aHOMaJbHOI mpoamndepalmeii Bepe-
TEHOOOPAa3HBIX TJIaAKOMBIIIEYHBIX KIeToK (TMK). DTt
KJIETKM IMPOHUKAIOT B JIETKUE, MOYKU U JTUMDATUIECKYIO
CHCTEMY, UYTO TIPUBOAUT K pa3BUTHIO TUP@PY3HBIX TOH-
KOCTEHHBIX KUCT JIETKUX, TOYCYHBIX aHTMOMUOJIUIIOM
U Pa3IMYHBIX TUM(aTUISCKIUX aHOMAJINiA. DTU KUCTHI,
KakK MpaBUJIO, TUCKPETHBIE, KPYTJIble U TOHKOCTEHHBIE,
YTO TIpeipaciiojiaraeT ux K pa3pbiBy, 4aCTO TIPUBOISIIIE-
MY K KJIMHUYECKUM IIPOSIBICHUSIM PELIMANBUPYIOIIETO
CIIOHTAHHOTO ITHEBMOTOpPaKca M IMPOTpeccupyloei
oabiiku [1—4]. BHenerouHble MposiBIeHUS BKIIOYAIOT
B ce0s1 aHTMOMUOJIUIIOMBI ITOYEK, KOTOPHIC Yallle BCTpe-
yatotrcsd npu JIAM, accouMMpoBaHHOM C TyOEpPO3HBIM
ckiepo3oM (TC) — TC-JIAM [1-4]. JlumdbaTtuaeckue
OCJIOXKHEHUS BKJIIOUAIOT B ce0s1 XUIOTOPaKC 13-3a 3aCTOsI
JMMOBI 1 TUMOAHTHOJIEHOMIOMBI, KOTOPEIE Yallle BCETO
00pa3yroTcs B 3a0PIOIIMHHOM ITPOCTPAHCTBE, MAJIOM Ta3y

WY 3aiHeM cpenocteHuu [ 1—4].

O0001IeHHbIE TaHHbBIE O PACTPOCTPAHEHHOCTU KJIU -
HU4ecKux nposiieHnit TC B OMyJISIIIUY BapbUPYIOTCS
CJICIYIOIIM 00Pa30M:

* TUNOIMIMEHTHBIE MsITHA OOHapyxuBaiorcs B 90 %
CJIyJyaes;

* aarnodudpoMsl mia — 50—90 %;

*  OKOJIOHOTTEBBIE (GDMOPOMBI — 19—52 %;

*  (puOpO3HBIE OISAIIKH, YYACTKU «IIaTPEHEBOI KOXI» —
21-68 %,;

* pabmpomuomsl cepaia — 20—60 %;

* ouaru CKjeposa B KOCTIX — 45—66 %;

*  AQHTMOMMOJIUIIOMBI TToueK — 48—67 %;

*  MHOXECTBEHHbBIE KUCTHI IToYeK — 18—35 %;

*  wmsarkue pudpomsr — 30 %;

*  raMapTOMbI IleueHu — 25 % HaGII0IeHUIA.
Pacnipocrpanennocts TC-JIAM cocrasisier 84 %

y >keHIIMH U < 1 % — y myxuuH [1, 5—7]. JIJAM cBs3aH
¢ myTtauusiMu reHoB T.SCI u TSC2, koTopble KOTUPYIOT

OeJIKM-CYynpeccopbl OMYX0JU TaMapTUH U TyOepuH [1—

4]. BTk MyTallMX MIPUBOIST K HAPYIICHUIO PETYISIINT
curHajbHoro nytu panamuiuHa (mTOR) y maekonu-
TaIOIINX, YTO OOYCJIOBJIMBAET HEKOHTPOJIMPYEMbIii pOCT

1 TIposMpepannio KJIETOK. BB ommcaHsl 2 pa3ImIHbIe

dopmbl JIAM:

* TC-JIAM, koTOpHbIii BOBHUKAET Ha (POHE KOMILJIEKC-
Horo TC — MyJbTUCHCTEMHOTO FTeHETUYECKOT0 3200~
JIeBaHUSI, XapaKTepu3yeMoro MyrauusiMu reHax 7.5C1
n TSC2, v accouuupyeTcsl C AOTIOTHUTEIbHBIMU KJTH-
HUYECKUMMU MPOSIBICHUSIMU, BKJTIOUAsT «IlIarPeHEBbIC»
MISITHAa, aHTHO(UOPOMBI Ha JIUIIE Y TTOBTOPSIOIINECS
CyIOpOTH;

+ cropagnueckuii JIAM (cJIAM), HampoTUB, BO3HUKAET
B pe3yJibTate coMmaTuueckux Mytauuii 7.SC2, He BbI3bI-
BaOIINX MYJETUCUCTEMHOTO TTOPaKEHUST, THITTMIHOTO
g TC.

XapakTepHble KJIeTKU, NpoayuupyemMbie ipu JIAM
(Ha3piBaeMbie JIAM-Ki1eTKamMu), AEMOHCTPUPYIOT ABOI -
HyI0 T GepeHIIMPOBKY C MOJTOKUTETLHBIMU 110 JECMUHY
MIpU3HAKAMMY TTIaIKUX MBI BHYTPHU U TTOJIOXKUTETBHBIMUI
nmo HMB-45 menaHouuTapHBIMU MapKepaMy CHapyXu;
KpOMe TOro, y3JI0Bble 00pa30BaHMSI B JIETKMX M aHTHO-

MUOJIMTIOMBI, accollmupoBaHHbie ¢ JIAM, nposBasIIOT
CKJIOHHOCTb K UyBCTBUTEJBHOCTU K 3CTpOreHam [4].

3aboJieBaHNE NMEET BRIPAXKEHHYIO TeHACPHYIO IIPe-
PacCHoOJIOXKEHHOCTh M MOpaxkaeT MPeuMYIIeCTBEHHO
>KEHIIWH penpoaykKTUBHOro Bo3pacta. JIAM y My>XunuH
BCTpevaeTcs KpaitHe penko, B 1986—2022 rr. B utepa-
Type 3aperucTpUpPOBaHbl Bcero 36 ciaydaeB 3a00/1eBaHUsI
y My>kumH [8]. HecMoTps Ha TO, UTO B IMOCJIEIHNUE TOIbI
ypOBEHb BhIABIIeHUs] U moHUMaHus JIAM noBwicuics,
9TO 3a00JIeBaHUE OCTACTCSl PEAKUM, B OOIIEH TTOITYJIsI -
1y peructpupyercs < 7 caydaeB Ha 1 mutH [1—4]. JIAM
aCCOIMUPYETCS CO 3HAUUTEIILHOU 3a0071€BaeMOCTbHIO
U XpOHUYECKUM TeueHueM. CpenHsisl BbKMBaeMOCTh 0e3
TPaHCIUTAHTALIMM COCTAaBJSIET MPUOJIUZUTENBHO 29 JIeT,
10-1eTHAd, Kak coobaercs, — 86 % [1—4].

Llenbio pabGOTHI SIBJISLIOCH OMUCAHUE Cllydasl JIUTeIb-
Horo HabmoaeHus 3a nauueHTkoit ¢ TC-JIAM Ha ¢oHe
Tepanuy 3BEPOJTUMYCOM.

Knunuyeckoe HabniogeHme

[ManmenTtka A. 1985 rona poxxnenust moctynuia B ['ocynapcTBen-
HOE yupexaeHue 3apaBooxpaHeHns «O01acTHas KITMHIYeCKast
oosibHULIa» (CaparoB) 09.01.23 ¢ xxajobamMu Ha IEPUOIAUYECKUIA
MaJIONTPOIYKTUBHBIM Kallleb, OJBIIIKY CMEIIIaHHOTO XapaKTe-
pa mpu 3HAYMTETbHOU (DM3MUECKON Harpy3ke (IMMOIbeM BhIIIE
4—5 sraxa, xoapoa > 500 M; TSKECTh OIBILIKHU T10 IIKaJIe MO-
IGUIMPOBAHHOTO OTIPOCHUKA BpUTaHCKOTO MEIMITMHCKOTO
uccaenoBatenbekoro coseta (modified Medical Research Council
dyspnea scale — mMRC) — 1 6an), 60Je3HEHHOCTD U TSIKECTh
B HIDKHMX OTJEJIaX IMO3BOHOYHUKA M 00J1aCTH KPECTLIa, JIEBOM
MTOJIOBUHE TPYIHOMN KJIETKH TP IBVDKEHUM. [ OCTTUTAIN3UPO-
BaHa B IMYyJbMOHOJOTMYECKOE OTAeJeHUE IJIs1 0OCaeI0BaHMS,
Bepu(UKAILIMY TUarHO3a 1 OTIPeaeIeHUS TAKTUKY JICUeHUS.

Kypenue, Bo3neiicTBre MpodeccoHaIbHBIX BPEIHOCTEM
MalyeHTKa oTpuiiaeT. HaciencTBeHHOCTb TI0 TTATOJIOTMN OPOH-
XOJIETOYHOI CUCTEMBI HEe OTSTOLIEeHA. AJIJIEpProJIorMuecKuii cra-
Tyc 6€3 0COOEHHOCTEN.

AKYyIIIepCKO-TUHEKOJIOTUIECKUI aHaMHe3: 2 0epeMEeHHOCTH,
1 ponbl, y mouepu — SMUTISTICHSI.

W3 anamHe3a u3BeCTHO, YTO B 1996 I. yCTaHOBJIEH AMArHO3
TC c mopaxxeHueM nouek. B meTckoM Bo3pacTe perucTpupoBa-
JINCh TeHEepaIM30BaHHbIE CYIOPOXKHBIE TTPUTTIAAKU. Bo B3pociom
BO3pacTe Cy10poXKHOro cuHapomMa He orMevaeT. C 2000 r. peru-
CTpUPYETCsI MOBBILLIEHUE apTePUATbHOTO AaBJIEHUSI MAKCUMAJTb-
Ho 110 140 / 90 MM pT. CT., IO TIOBOY Y€r0 MPUHUMAET eKEeTHEB-
HO OMCOTIPOJION 2,5 MT yTPOM, SHAJIANIPUJI 5 MT 2 pa3a B CYyTKH.
Ha ¢done nmosrygyaeMoil TUTTOTEH3UBHOM TepaIrviy JOCTUTHYTA
HOpMOTeH3us1. OTMeUaeT YyacThie MPOCTYAHbIC 3a00JeBaHUST —
110 4 pa3 B IO/, COMPOBOXIAIOIINECS KalllJIeM ¢ OTASJICHUEM
OOJIBLIIOTO KOJIMYECTBA CIAMBUCTON MOKPOTHI (TTOJy4aeT MyKO-
JIMTUYECKUE CPEJICTBA C XOPOLIUM 3(P(PEeKTOM), MepUuoaNIecKr —
KpOBOXapKaHbe Ha (POHE MEHCTpYyallMu, BUPYCHBIX MHMEKIMIA
U TsKesiol husnueckoit Harpy3ku. B centsiope 2021 r. mepe-
HecJla HOBYIO KOPOHABUPYCHYIO MH(PEKIINIO, OCTOXKHEHHYIO
NIBYCTOPOHHE ToJIMCeTMeHTapHOI THeBMOHUMel. B deBpaie
2022 r. rocriuTaJIM3UpoBaHa B OTAEJIEHUE YPOJIOTUHU IO TTOBOLY
MaKporeMaTypuu, TaMIOHAIbl MOYEBOTO ITy3bIPSI CTYCTKAaMK
KpoBH. [1o maHHBIM yiIbTpa3ByKoBoro uccienoBanus (Y3U)
opraHos Opio1rHoi rojoctu (OBIT) u mouex ot anpens 2022 .
BBISIBJIEHBI 11 hY3HbIE U3BMEHEHUS TTAPEHXUMbI 00EUX MOUEK,
MHOECTBEHHbIE TUIIEPIXOTeHHbIe 00pa3oBaHUsI (AHTHOMUOJIH -
TTOMBI? ), KaJTMKOITUEJT09KTa3UH TT0YeK, 00pa3oBaHUe CMeEIIaH-
HOI1 9XOreHHOCTH (remaToma?) rapaaopTajabHo.
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3ametku u3 npaktuku « Clinical cases

[To naHHBIM peHTreHoTrpauu OPraHOB IPYAHOM KIETKU
(OI'K), BeimonHeHHoI B anpesie 2022 1., BbIsIBAEHBI TU(dy3HbIC
MHTEePCTULIMATbHBIE U3MEHEHNST JIETKHUX, Ae(opMaliust IeTOYHO-
IO PMCYHKA 10 CETYATOMY THILY.

Pezyavmamut 1abopamopHoeo uccaedo8anus:

*  KpeaTuHUH — 244 MKMOJIb / 71 (B IMHAMUKE — 85 MKMOJIb / 11);

* MoueBUHA — 22,9 MMOIIb / 11 (B IMHAMUKe — 3,7 MMOJb / 71);

+ oaputpouuts (Er) 0,97 x 102 / 1 (B nuHamuke — 2,3 X
10"/ );

* TeMorjnoouH — 28 v / 1 (B ituHamuke — 87 1/ 11).

[To nanHbBIM KoMTIBIOTEpHOIT ToMorpaduu (KT) OBIT u 3a-
OpIOIIMHHOTO TIpocTpaHCcTBa (ampesb 2022 T.) B BEpXHEM Cer-
MEHTE JICBO1 MOYKM BBISIBICHBI MHOXKECTBEHHbBIE KMCTHI M aH-
TMOMMOJIUIIOMBI ¢ (PUOPO3HOIM TKAHBIO M KPOBOM3IMSHUSIMU.
Boxpyr obpa3oBaHuii — MHOUILTPALIUS U OTEK KJIETYATKU.
B mipaBoii mouke — MHOXKeCTBEHHbIE aHTMOMUOJIUIIOMBI, KMCThI.
YareuyHo-JIoXaHOYHas cUcTeMa 00euX Iovek pacipeHa. 2Kn-
KOCTb — B 3a0pIOIIIMHHOM IIPOCTPAHCTBE, CJIeBa OT AradparMbl
10 MaJIoro Tasa. B rmeyeHr — aHTMOJIUIIOMBI, KHCTHI.

[lo danuvim sxoxapouoepagpuu (IxoKI) (anpennb 2022 1.):

*  II0JIOCTH CepIlia He PacLIMPeHbI;

*  TOJIIMHA MepeaHelt CTEHKU ITpaBoro Xxeaynouka — 0,45 cM;

* CHCTOJIMYECKOe maBjeHue B JerouHoit aprepun (CAJIA) —
40 MM pT. CT.;

*  ¢paxkuusd usrHanug — 61 %;

*  OTHOCUTEJIbHAsl HEAOCTATOYHOCTh MUTPAJIbHOTO KJlallaHa
I1-III crenenu, TpukycnunaabHoro kinamaHa — I1-I11 cre-
MeHMU.

[To nannbeiM KT ronoBHoro Moara (arnpess 2022 1.) oyaroBoi
MaTOJIOTUM TOJIOBHOTO MO3Ta He BhIsIBJICHO. OOHapy:KeHbI 1 -
(y3HBIE CKIIEPOTUYECKUE U3MEHEHUSI KOCTEH yepera.

KT OI'K (ampenb 2022 1.) (puc. 1):

* JIEroYHasi TKaHb Ha BCEM IPOTSDKEHUU MpPEACTaBleHa K-
CTO3HOI TpaHchopMalreit (MHOXEeCTBEHHbIE pa3HOKAJM-
OepHbBIe BO3MYIIIHBIC TTOJOCTH Ha (hoHEe TPYObIX TUDhY3HBIX
MHTEPCTULIMATbHBIX U3MEHEHMMI, OTAEIbHBIX TSXKUCTHIX
U Y3€JKOBBIX (PMOPO3HBIX UBMEHEHMIN);

* ¢ 00eux cTopoH — OysuIbl < 20 MM;

* B peOpax, MO3BOHKAX, JIOIAaTKaX — MHOXECTBEHHbBIE MEJIKO-
OYaroBble CIIMBHBIE OYaru CKJIepo3a;

* JIBYCTOPOHHUMU IJIEBPAJIbHBIN BBITIOT.

Sakarouenue: KT-kapTuHa MOXeT cOOTBeTCTBOBaTh JIAM.

[ManmeHTKa ObUTa KOHCYJIBTUPOBaHA MYJbMOHOJIOTOM, 3a-
nono3peH JIAM, pekoMeHI0BaHa KOHCYIbTAllUs B HAYYHO-HC-
CJIeI0BATEIbCKUX MHCTUTYTAX MyJIbMOHOJOTUN MOCKBBI MK
Cankr-IlerepOypra. OgHako 060JbHasE peKOMEHAAIMN HE BbI-
ITOJIHUJIA.

A

B xoHiie anpesnst 2022 1. — MOBTOPHAsI TOCITATAIN3ALIMUST B OT-
NieJIeHUe YPOJIOTHH T10 MMPUYMHE MaKporeMatypuu. BeimoaHeHbI
LIMCTOCKOIUSI (BBIIEJEHUE MOUYHU C TIPUMECHIO KPOBU U3 YCThS
JIEBOTO MOYETOYHMKA), OpIolTHast aopTorpadusi, ceJeKTUBHAs
aHruorpacdus JeBOil ¥ TTpaBoOii MOYEYHOI apTepuu (aHEBpU3-
MaTUYECKOE pacllIMpeHUe IIPaBoOi 1 JIEBOM BEpXHEU MepenHe
CEerMEHTapHOM apTepuu ), MOMbITKA 3MOOIM3aIINU BETBEH JICBOIA
MOYEYHOI apTepuu, He(pIKTOMUS ClieBa IO TTOBOAY pa3phiBa
AHTHOMMOJIUIIOMBI JIEBOU TTOYKH.

[To pe3ynbpraTam MaToJI0roaHaTOMUYECKOTO U IIUTOJIOTUYE-
CKOT0 MCCJICIOBAaHUI BBISIBJICHO CJICIYIOIIEe:

* JIeBas IMOYKa C XXMPOBBIMU KJIETKAMHU, pazmepamu 23 X 11 X
12 cM (3HAYUTEBbHO YBEIUYCHA);

* Ha paspese TpaHMIla KOPKOBOTO MO3TOBOTO CJIOSI HE OIpe-
TessieTCs;

* Y HMXXHETO T0oJIloca TKaHb HEKPOTU3UPOBaHA, UMEIOTCS
MHOXECTBEHHbIE 00pa30BaHMs OT 2 10 6 CM B AMaMeTpe,
TUIOTHOM 3J1aCTUYHOM KOHCUCTEHLIMHU XKEJITOTO 1IBETA.
[Maronornueckas Tkanb coctout U3 MK ¢ Hannunem Kie-

TOK CO CBETJION LIUTOTILJIA3MOM, PACIIONIOKEHHBIX TTPEUMYLLECT-

BEHHO MEPUBACKYISIPHO.
3akaroyenue: aHTHOMUOJIUTIOMA.

B Hos16pe 2022 ., yauThIBasl HATMYKME €AMHCTBEHHON MOYKH,
BBICOKYIO BEPOSITHOCTB ITPOTPECCUPOBaHMS 3a00JIeBaHNSI U TTOJ-
HYIO MoTepio (YHKIUIMU MPaBOil MOYKU, TPU3HAKKU a30TEMUU,
B (peBpazie 2023 r. Hepoaoramu ObUTa Ha3HAYEHA Teparus UH-
ruouropom mTOR (aBeponumyc 0,75 Mr 2 pasa B IeHb) C OLIEH-
KOl KOHIIEHTpaluy mpenapara B KpoBu. [Ipenapar noayyana
B TeueHue 1 Mec., 3aTeM 3BEPOTMMYC CAMOCTOSITEIbHO OTMEHIIA
B CBSI3M C XOPOIITUM CaMOYYBCTBUEM.

B stBape 2023 r. ObuTa HarmpaBJieHa B ITyJIbMOHOJOTUYECKOE
otneneHue ['ocynapcTBEHHOTO YUpeKIeHUS 31paBOOXPaHEHUS
«O6nacTHas KIMHUYecKas 6onbHUIIa» (CapaToB).

Ilpu obsexmuerom obcredosanuu:

*  COCTOSIHME OTHOCHUTEJIBHO YIOBJICTBOPUTEIHHOE;

*  MHIEKC Macchl Teja — 21 xr / m?%;

* YacToTa AbIXaTeJIbHBIX IBMKEHUI — 18 B MUHYTY;

*  YacToTa CepIEYHBIX COKpalleHn — 80 B MUHYTY;

* aprepuaibHoe naBieHue — 110 /70 MM pr. cT.;

* nmepudepuyeckas catypauus kucuopoaom (SpO,) B okoe
[IPY IBIXaHUU BO3AYXOM — 96 %.

Pezyavmamut 6-munymuoeo wazosoeo mecma (6-MIIT):

* mpoiineHHas nuctaHuus — 300 m;

* SpO, 1o Harpysku — 99 %;

» omuenka mo mMRC no Harpy3ku — 1 6a;

* SpO, mocne Harpy3ku — 98 %;

+ mMRC nocne Harpy3ku — 1—2 Gasna.

o

Puc. 1. KomnbloTepHasi ToMorpaMma OpraHOB IPYIHOI KJIETKU MalueHTKu A. (2022)

Figure 1. Computed tomography of the chest organs of patient A. (2022)
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Ha koxe nuna B 061acTu 1ieK, Hoca — MHOXECTBO y3es-
KOB OKPYIJIOi (hOpMbI KPACHO-KOPUYHEBOTO 11BETa, pa3Mepa-
MU 1—10 MM, MecTaMU CIIMBAIOLIUXCSI MEXIY c000ii (puc. 2A).
B oGnactu BosnocucToit YacTu rojoBbl — OJIsIIIKA MITKOAJIa-
CTMYHOI KOHCUCTEHIIMU, TeJIECHOTO 11BeTa. Ha KoXe CriMHbI —
eIMHUYHbIC TUTTOMTUTMEHTUPOBAHHbIEC TISITHA. B mosicHu4HO-
KPECTLIOBOI 00JIACTU — «IlIarpeHeBasi» OJISIIIKA TEJIECHOTO LIBETa
(cM. puc. 2B). B 06:1acTi OKOJIOHOTTEBBIX BAJIMKOB 3-TO MaJiblia
JIEBOW KMCTHU — TMAIyJIe3HbIE 3JIEeMEHThI PO30BATOTO 1IBETA, HOT-
TeBasl MJIacCTHA BOJTHOOOpa3Ho AehopmupoBaHa (cM. puc. 2C).

VY3U OBII u nmouek: oyaroBbie 00pa3oBaHUsI ITEYCHU U TUD-
(by3HbIC UIBMEHEHUST TAPEHXUMbI €TUHCTBEHHOM MPaBOi OYKU
(pazmepnl — 112 X 51 Mm).

OxoKI': TonuHa nmepeaHeit CTEHKU MPaBOTO XKeJTyaoyka —
0,5 cm, CIJIA — 48 MM pr. cT., pakuus usrHanus — 60 %,
OTHOCUTEJTbHAsI HEIOCTATOUHOCTh MUTpaibHOTO KiianaHa I1 cre-
MeHU, TPUKycnuaanbHoro kiamnaxa I crernenu.

Crnimpometpust ot sitHBaps 2023 r.: HapyleHU QYHKIIUN
BHemHero abixanus (OBJI) He BoisgBIeHO (06BEM (hopcHpo-
BAHHOTO BbIIOXa 34 1-10 cekyHny (O®B)) —89 %, . : dopcu-
poBaHHAas XU3HeHHas eMKoCTh Jierkux (OXKEJ) — 96 %
O®B, / ®XEI - 0,97).

ITo nannubiM KT (puc. 3) BbIsIBAEHBI MHOXKECTBEHHbBIC OYJI-
Jbl (mnametp — 10 28 Mm). CieBa omnpenesieTcss CKOIJIeHUe
BO3/yXa: allMKAJIbHO M HA YPOBHE BEPXHEN M0JU — TOJILIMHON
110 15 MM C XMIKOCTHBIM YPOBHEM /10 7 MM; Ha YPOBHE HUKHEM
IIOJIM TIO TiepeaHelt 1 OOKOBOI MOBEPXHOCTSIM — TOJIIIMHOM
10 2 MM, C XHUIKOCTHBIM ypoBHeM 10 10 MMm. B ruieBpanbHbIX
TOJIOCTSIX ¢ 00EUX CTOPOH XXUIKOCTb He ompenessieTcs. B koct-
HBIX CTPYKTYpax B 30HE UccienoBaHus (pedpa, MTO3BOHKH, JI0-
MaTK1) — MHOXECTBEHHBIC YYaCTKU CKJIEPO3a.

Ha ocHOBaHWM MOJTYYeHHBIX JaHHBIX ObLI YCTAaHOBJIEH
nuarHo3: ocHogHoil: TC ¢ mopakeHueM MovyeK, KOCTeil, KOXHU,
nerkux (JIAM). XpoHuuecKoe JIeroyHOe Cepalle, KOMIeHC AT,
Jlerounas runeprensus I crenenun. Hedpakromus ot 15.04.22
10 TMOBOJIY Pa3pbiBa aHTMOMMOJIUIIOMBI JIEBOM TIOYKHU C Pa3BU-
THEM KPOBOTEUEHUS U 3a0PIOIIMHHON reMaToMbl. TamIoHana
MOYEBOTO My3bIpsi. XpoHUYecKas 6oe3Hb moyek C3b cranuu.

Ocn0oicHeHus: BTOPUYHASI TUTICPTEH3US. XpPOHUUYECKast Mo~
YyeyHast HemocTaToyHoCTh | ctamuu. BropuyHast runepypukemMust.
JlpIxaTebHast HenoCTaTOYHOCTS | creneHu. ['MapomHeBMOTOpaKcC.

PexoMeHI0BaHa KOHCYJIbTALIMS TEHETHKA, KOHCYJIbTALIMSI
B (heZiepaibHOM LIEHTPE, TIPUEM 3BEPOJIMMYCa MU CUPOJIMMYCa.

B manbHeitiem nauueHTka g0 2026 r. y myJbMOHOJIOra
He Haboaanzach, MEPUOAMYECKM OCMaTpuBaiach Heposio-
roMm. C utonst 2023 1. HeperyJIsIpHO MOIy4YaeT 9BEPOJIMMYC B 03¢
1,5 MT B CyTKH.

B cenmsbpe 2025 e. ocmompena neghponocom:

*  CaMOYyBCTBHE YIOBJICTBOPUTEIBHOE;

* aprepuaibHOE JaBJIeHUE — B Mpeaesiax HOPMbl, OTEUHOTO
CUHJIPOMA HET;

* [uype3 aleKBaTHBIN.

Ilo pezyromamam 1a60pamopHbIX AHANU308:

* KpeaTWHUH — 75 MKMOJIb / JI;

* MoueBuHa — 4,1 MMoIb / 11,

*  XoJIeCTepUH — 7,6 MMOJIb / J1;

*  Tmoko3a — 4,9 MMoJIb / IT;

*  CKOPOCTb KJIYOOUKOBOM (DUIbTpaluy — 86 MJI / MUH.
OO611Me aHaIu3bl KPOBU U MOYM — O€3 MaTOJIOTHH.

Ilo danuvim KT:

*  00BEM JIETKHUX COXPAHEH;

* IO BCEM JIETOYHBIM TIOJISIM COXPAHSIIOTCSI MHOXECTBEHHBIC
BO3IYLIHbIE TTOJIOCTU padMepaMu 10 34 X 19 MM Ha doHe
b Y3HBIX THTEPCTUIIMATBHBIX MI3BMEHEHMIA;

* B HamauadparMaabHbBIX OTAeJaX — TSKUCThIe (UOpPO3HbIE
M3MEHEHMS;

J07x.”

Puc. 2. KoxHble nMposiBieHUsI TYOEPO3HOTO CKJepo3a: A — aHTHMOhu-
OpoMmbl JiMila; B — y4YacTKM TUMOTMTIMEHTALlUM, <«IIarpeHeBas»
onsimika; C — M3BMeHEHUsT HOTTEBOM IJIACTUHBI

Figure 2. Cutaneous manifestations of tuberous sclerosis: A, facial an-
giofibromas; B, areas of hypopigmentation, “shagreen plaque”; C,
changes in the nail plate

*  MHOWIBTPATUBHBIC 0OYArOBbIe UBMEHEHUSI B JIETKUX OTYET-
JIMBO HE BU3YaTU3UPYIOTCS;

* B pebepHO-auadparMagbHOM IIEBPAJIbHOM CHUHYCE ClieBa
BU3YAJIU3UPYETCSI KUIKOCTh (C MpU3HAKaMK OCYMKOBaHMs1?)
36 x 10 X 15 mmM;

* 10 KOCTaJIbHOI MJIeBpe B 3aHUX oTAesax Ha ypoBHe VIII—
XI pedep BU3yanIu3upyeTcs KUAKOCTb (TOJLIMHA MTOJOCKHA
<4 Mm);
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*  XMIKOCTb B TIOJIOCTU TepUKap/a He BU3YaTU3UPyeTCs;

* B KOCTHBIX CTPYKTypax Ha YpOBHE CKAaHUPOBaHUsI (M3MEHE-
HUsI HanboJiee BhIPakeHbl B TIO3BOHKAX IPYIHOIO OTAEa
MMO3BOHOYHMKA) OMPEACISIOTCS MHOXECTBEHHBIE OYaru
0CTeoCKJIepo3a 6e3 NeCTPyKIMU KOPTUKATIBHOTO CJI0sI, Je-
dbopmaruu KocTeit;

* Ha ypOBHE CKAHMPOBAHMUSI COXPAHSIOTCS TUITOIEHCHBIE 00-
pa3zoBaHUs TIEYEHU TUAMETPOM < 7 MM, HEOTHOPOIHOCTD,
TSDKMCTOCTD KJIETYATKK OPIOLITHO MOJIOCTH B MOATIEYEHOY-
HOM TPOCTPAHCTBE.

[Ipu cpaBHeHuu ¢ nanabiMU KT-uccnenosanus ot 17.01.24
OTMEUEHO ITOSIBJIEHUE KUIKOCTH B IJIEBPAJIbHOM TIOJIOCTHU CIIEBa.
B gespane 2026 2. nosmopro ocmompera nyabMoHOA020M:

*  TPEIbsBISET XANIOObI HA OIBIIIKY CMEIIIAHHOTO XapaKTe-
pa rpu o0bIYHOM (hu3nueckoit Harpy3Ke (MOAbEeM BBIIIE
4-ro ataxa, xonp6a — okosio 200—300 m; mMRC — 2 6aa);

*  uMHIeKC Maccel Teaa — 30,8 kr / M2

*  YacTOTa IbIXaTeJIbHBIX IBMXKEeHUN — 19 B MUHYTY;

*  YacTOTa CepleyYHbIX coKpalleHuit — 110 B MUHYTY;

* aprepuaibHoe gaBieHue — 120 /70 MM pT. CT.;

* SpO, B mokoe — 98 %.

Pezyavmamor 1-munymuoeo mecma «Cecmo u 6cmameo»:

*  YKCJIO0 BBITIOJHEHHBIX TOBTOPOB — 20;

* SpO, no Harpysku — 97 %, nocine Harpysku — 94 %;

* mMRC nmo Harpy3ku — 2 6ajuia, Iocjie Harpy3kd —
2—3 6amna.

Puc. 3. KomrmibioTepHast TomorpaMMa OpraHoB rpynHoit kietku (2022)
Figure 3. Computed tomography of the chest, 2022

B deBpae 2026 1. BbITOIHEHA CIIMPOMETPHS: 3HAYMMBIX Ha-
pymenuii ®BJI He BoIsiBIcHO. [1pu BeimonHenun KT B eBpane
2026 r. — 6e3 OTpULATEIbHO AUHAMUKW: KOJIMYECTBO U PACIpo-
CTPaHEHHOCTh M3MEHEHU TIPEXHSIS, SKUIKOCTD B TUIEBPATBHOMN
TTOJIOCTH OTCYTCTBYET.

3a TpexJileTHUH Tlepuo HabmoneHns Ha (hOHe Teparnuu
9BEPOJIMMYCOM Y TIAIIMEHTKN HE3HAUYNTEIbHO CHU3UIIACh TOJIEe-
PaHTHOCTB K (hM3MYecKoii Harpy3Ke (6e3 3HaUMMOTO N3MEHEHUST
®BJ1, yBenmueHNs MHAEKca Macchl Tea), 1o gJaHHbiM KT penn-
NIMBOB ITHEBMOTOPAKCA HE OTMEUYEHO, TTOSTBUIICS TIIEBPATbHBIN
BBITIOT B 2025 T. B HEOOJIBIIOM 00BbeMe, KOTOPBI CAMOCTOSI -
TeabHO paspenmmics B 2026 r. Juddy3ruoHHast CIToCOOHOCTD
JIETKUX 10 MOHOOKcuay yriaepona (DL.,) ne ucciaenosanach
BBUILy OTCYTCTBUSI TEXHUUECKOI BO3MOXHOCTU. Takxke yiryd-
LIVINCH TTOKA3aTeH MOYeTHOM (PyHKIMY (a30TeMus Ha KOHT-
POJBHBIX BU3UTAaX K HE(POJIOTY HE BBISIBIISIIACK), OTPHUIIATETbHAS
MUHAMUKA 110 00pa30BaHUIO B TIEYEHU U KOXKHOMY TIPOIIECCy
He TIPOCIEXUBAIACE.

O6cyxaeHue

IIpencraBiieHO KIMHUYECKOE HAOMIOACHUE 32 MOJIOAOM
nanueHTkoi ¢ TC-JIAM. PenkocTs 3TOTO 1ar{Hosa Xo-
pPOILIO MOATBEPXKAAETCS SMUASMUOJIOTMYECKUMU JaH-
HBIMU: 1O pe3yJbTaTaM UCCAEA0BaHUM, MPOBEAEHHBIX
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B 7 cTpaHax, rokKa3aHo, UTO pacnpocTpaHeHHOCTh JIAM
cocTaBJjsieT Bcero 3—7 ciaydyaeB Ha | MJIH yenoBek [4].
Pacnpoctpanennocts JIAM cpean xeHuuH ¢ TC ko-
nebnercst ot 26 no 42 % [6], cpenu MyX4uH — OT 22
10 38 % [9]. TC-JIAM BBISIBIIIETCS IPEUMYIIIECTBEHHO
y XeHIIUH B Bo3pacte 30—50 net [10], cpeaHuit Bo3-
pacT obOpalleHUS 3a MEAUIIMHCKOM MmoMoIIbo — 38
14 ner [6]. B npencraBiieHHOM KJIMHUYECKOM HaOJIIO-
IEHUU Y MOJIOJOI XEHIIUHBI TTopaxkeHUe MoYeK Kak
nposBiaeHre TC ObLIO IMATHOCTUPOBAHO B BO3pacTe
11 e, a mopaxkeHue JIETKUX — B 37 JIET, YTO COTIacyeT-
CsI C YKa3aHHBIMU TaHHBIMU.

B neTckom Bo3pacTe y mallMeHTKU PerucTpUpOBaINCh
CYIOPOKHBIC TIPUTIAIKK W BBISIBIICHBI U3MEHEHHUS B T10-
ykax, xapakrepHbic mist TC. Hamee 3aboyieBaHUE TIPO-
TeKajJI0 MaJJOCUMIITOMHO BILIOTh IO pa3pbiBa aHTMOMU-
OJIMIMIOMBI JIEBOI TTOYKU BO B3pocCiaoM Bo3pacte (37 nier),
HapylIeHUs MOoYeYHO DYHKIMU (a30TEMUS), OYaroB
CKJIepO3a B KOCTSIX M MI3BMEHEHM B JISTKNX, BHISIBICHHBIX
B IIpoIlecce J000CIeIOBaHMS TI0 TTOBOIY IOSIBUBIIMX-
Csl Kauuisl ¥ ofbliKu. Takke Mpyu 00beKTUBHOM 00cIe-
JTOBAaHUM BBISIBJICH KOXHBIN TIporecc (aHTHnoGuopomMa
JINIIA, TUTTIOITUTMEHTHBIE MSTHA, YIACTKU «IIarpeHEBOM
KOXW1», GUOPO3HBIE OJISIIKY TYJIOBUILA, OKOJIOHOTTEBOE
ropaxeHue, neopMaliyisi HOrTeBOM MIACTUHBI), YTO yKa-
3bIBACT Ha MOSIBJICHNE HOBBIX IIPU3HAKOB 3a00JIEBaHUSI
Ha TIPOTSKEHUU BCEH SKU3HU U BaXKHOCTD ITOCTOSTHHOTO
JTMHAMUYECKOTO HAOMIONCHNUS 32 TAKUMU TTAallUEHTaMU.
Heo6xonumMo oTMeTUTh, YTO HECMOTPSI Ha MOSIBJICHUE
CHMIITOMOB B JIETCKOM BO3pacTe, BKIIIOYast U3MEHEHUS
KOXM, OTMEUeHa MO3IHSS AUarHOCTUKA 3a00JIeBaHUS
(B 37 net). DTO MOXET OBITH OOYCIOBIEHO PEIKOCTBIO
OMNKUCHIBAEMON MATOJIOTUY, TJIOXOW OCBENOMIIEHHOCTBIO
Bpayeil 0 BO3MOXKHOCTSIX €€ TMarHOCTUKH, OTCYTCTBUEM
IMHAMUYECKOTO HAOIIONCHUS MIPU TIepexoe OT Meana-
TPOB K TeparieBTaM.

KitoueBoe nsmeHeHnue B nuarHoctuke TC, BHECEHHOE
MexnyHaponHoit KoHceHcycHou rpynmnoi TC (2021),
BKJIIOYAET TeHETUYECKOEe TeCTUPOBaHUE, TOATBEPKAA-
fomree nuarHo3 [11]. TC pa3BuBaeTcsl BCAeACTBUE MY-
tauuii B reHax TSC1 (iokyc 9934 9-i1 XxpoMOCOMBI) WU
TSC2 (nokyc 16p13 16-it XxpOMOCOMBI), KOAUPYIOLIUX
CUHTe3 ramaptuHa u tyoepuHa. B % cmyqaeB TC Hocur
HACJICICTBEHHBIN XapaKTep U MepemnaeTcs 1o ayTOCOM-
HO-IOMUHaHTHOMY Tuny [12, 13]. OnHako mo pe3yib-
TaTaM T€HETUYECKOTO TECTUPOBAHMS TP TUATHOCTUKE
TCy 25 % nauunenTtoB mytauusi 7.SC He BbIsiBIsIeTCS |6,
12]. B mpeacraBiieHHOM HaOJIIOIeHUY TeHETUYECKOE UC-
cleloBaHKe He MPOBOAMUIOCH MO MaTepUaIbHBIM MPU-
YHAM, OJHAKO Y JOYEePH MAIlUEHTKN B pAHHEM IETCKOM
BO3pacTe TMarHOCTUPOBAH CYIOPOXKHBIN ITPUTIANIOK (OTHO
13 HeBpoJormyeckux npospiennii TC), a ipepbIBaHUe
2-1i 6epeMeHHOCTH ObLIO PEKOMEHIOBAHO B CBSI3U C BHY-
TPUYTPOOHBIMU TTOPOKAMU Pa3BUTUS 1uiona. [ToaTomy
IIpU OOJIBIION BEpOSITHOCTY HACIEACTBEHHOMN STHOJIOTUN
TC (puck poxneHust 601bHOro pederka gocturaet 50 %),
TeHETUYECKOEe TeCTUPOBaHME 11eJ1eCO00pa3HO MPOBOINTD
Ha 3Tare MIaHuPOBaHUsI OEPEMEHHOCTH HE TOJILKO Y PO-
nuTeneit, HO 1 'y OJIMXKaIMX pOACTBEHHUKOB [7].

B pamMKkax ycTaHOBJIEHUS IMarHO3a U OIICHKHU CIIEKTpa
MOpa>k€HHbIX OPTaHOB KJIIOUEBYIO POJIb UTPAIOT METOIbI

Busyanusaumu. ¥ '/, maunentok ¢ TC no nanneiv KT
OT'K BoisBsieTcst ierounblii JIJAM, mpuuem JIAM nipu TC
yalle npoTekaeT 6eCCUMNTOMHO, B oTiinuue oT cJIAM,
TeOIOTUPYIOIIETO CIIOHTAHHBIM ITHEBMOTOPAKCOM C BBI-
COKOM 4aCTOTOM pelIMANBOB WU IbIXaTeJIbHOW HEIOCTAa-
TOYHOCTHIO [7, 9, 14].

KT-xaprtuna nipu JIAM npencraBisieTr co00ii cOBO-
KYITHOCTD CJICAYIOIINX ITPU3HAKOB;

* KHCTO3Has AechopMalius JIETOYHON TKaH! ¢ HATUYUEM
MHOKECTBEHHBIX TOHKOCTEHHbIX KUCT (> 10), mpeumy-
IIECTBEHHO OKPYIIIOi popMbl, muameTpoM 2—30 MM,
He CJIMBAIOIINXCS MEXKITy CO00i, paBHOMEPHO pacripe-
NIEJICHHBIX M0 JIETOYHOM MapeHX1Me;

+ JIAM-accouunpoBaHHbIE Y3€KU;

* BBITIOT B IJICBPAJIbHBIX ITOJIOCTSIX;

* OTCYTCTBME KPUTEPHEB MHTEPCTUIIMATHLHOTO 3a00J1¢e-
BaHUs Jlerkux [1—3].

ITpu BepoSITHOM WJIM BO3MOXHOM auarHose JIAM
cIeyeT TIPOBOAUTH TuphepeHINATbLHYIO TUaTHOCTUKY
C LIEJIBIO MICKJIFOUYEHMS IPYTOM NTATOJIOTMH, TTPOSIBJISIOLLEH -
Csl KUCTO3HBIMU U3MEHEHUSIMU JIETOYHOM TKaHu [1, 7].
[MTHeBMoTOpakchl BodHUKatoT y 70 % marueHnTos ¢ JIAM
U MOTYT OBITh TIEPBBIM KIIMHUYCCKUM TIPOSIBIICHUEM 3a-
ooseBanus [1—4]. PeuunuBupytoiye CrioHTaHHBIE TTHEB-
MOTOPAaKChl OOBIYHO BO3HUKAIOT B pe3yjbTaTe pa3pbiBa
CyOITIeBpaJIBHBIX KUCT, IIPY 3TOM TpeOyeTcs ITPOBeICHIE
MMpo(PMIAKTUIECKOTO TUIEBPOAE3a, YTO OBUIO BHITTOJIHEHO
Yy TaHHOM MalMeHTKU.

IMTomumo nmHeBMoTOpakca, JIAM accouuupyercs
C IPYTUMU CEPhEe3HBIMU OCJIOKHEHUSIMU, BKITIOUAsT XU -
JIE3HBIN BHITIOT, AHTUOMHUOJIUTIOMEBI TTOUEK 1 JBIXaTeIEHYIO
HEIOCTAaTOYHOCTH [2, 3]. DTH OCTIOXKHEHMST TOTYEPKIBA-
0T CUCTEeMHBIN xapakTep JIAM u ycunuBamoT HEOOXOaM -
MOCTh MEXIUCIUTUTMHAPHOTO TTOAX0Aa K JUarHOCTUKE
1 JISYeHUTO. Y MPeACTaBICHHOM MALIMEHTKY CITOHTAaHHBIN
MmMHeBMOTOpakc npousonien B 2022—2023 rr., ObLT MaJio-
CUMIITOMHBIM U IMAarHOCTUPOBAH TOJIBKO MPU MpPOBeIe-
Hum KT.

B 2023 u B 2024 rr. 1o nanHbIM KT JjIerKux BbISBIISI-
JIaCch XXMIKOCTD B IUIEBPAJbHON MTOJIOCTH, OMHAKO BBUIY
MaJIOro ee KOJIMYeCcTBa MyHKIMS He TPOBOIMIIACD.

«30JI0ThIM CTaHAAPTOM» AarHocTUkU JIAM sBrsieTcs
OuorCHs IErOYHOM TKaHU ¢ MOP(OJOTHUYECKOM Bepudu-
Kauuei 6MonTara, XapakKTepu3yeMoro KuCTO3HOM TpaHC-
dopmanueit u nuddy3Hoi nponudepaleir aTUMUIHbBIX
I'MK (JJAM-KJIeTOK), UMEIOLLIMX BEpETEHOOOPA3HYIO UK
SIUTEINONTHYIO (POPMY, ¢ 203MHOPUIBHON IUTOTLIA3-
MOl M LICHTPAJIbHO PACIIOJIOXEHHBIM SIIPOM, KOTOPbIE
pacriojiaraloTcsl BIoJab JUM@aTUIeCcKUX COCYyI0B, KPO-
BEHOCHBIX COCYIOB, OPOHXUOJ U aJbBEOJISIPHBIX Mepe-
TOPOIOK, SKCIIPECCUPYIOLINX PEIICIITOPHI TSI SCTPOreHa
U MapKepbl MejaHouuToB [1, 15].

Mopdonoruyeckast Bepudukaius I0MOJHSIETCS pe-
3yJbTaTaM1 UMMYHOTHUCTOXMMHWYECKOTO aHaIN3a, Mpu
KotopoM BeIsiBIIsIeTcs akTiH [ MK, necmmua, HMB45 (Hu-
man Melanoma Black 45), petieritopsl K 3ctporeny [1—3].
I'enes JIAM-kJieToK ocTaeTcsl He A0 KOHIIA U3YYEHHBIM
BornpocoM. Heoractuueckast mpupoaa mpouCcXoXaeHUS
JIAM-KJ1eTOK MOATBEPXKAAETCS HEKOHTPOJIUPYEMOI Kile-
TOYHOI TTpoudepanneii 1 abeppaHTHOM JuddepeHI-
POBKOIi, 00YCIIOBJICHHO! TMIepakTUBaleil CUTHAJIbHOTO
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nmytd mTOR 1 pe3ucTeHTHOCThIO K 3alporpaMMUpPOBaH-
HOIi KJIETOUYHOW THOen. DKCnpeccusi FTeHOB, aCCOLIMUPO-
BaHHBIX C METaCTa3MPOBAHMEM, YKa3bIBAaCT Ha HAIMUME
y JIAM-KJIeTOK MOTeHIIMajla K MHBa3UU U TUCCEMUHA-
uu [16—18].

OnHaKo BBUIY MaJOAOCTYITHOCTH TEHETUIECKOTO Te-
CTHUPOBAHUS U TEXHUYCCKUX CIOXHOCTEH, CBSI3aHHBIX
C TIpOBEIEeHUEM OMOIICUM JIETKUX, TIIaBHBIM CITOCOOOM
nuarHoctuku TC mpopokaeT ocTaBaThCs MHTEpIIpeTa-
LIUSI KITMHUYECKUX KpuTepues [1—4].

PerynsipHoe mpoBeneHne CIIMPOMETPUHN KU3HESHHO
BaykKHO TS TTaiieHToB ¢ JIAM, MOCKOJIBLKY OHM CITOCO0-
CTBYIOT PaHHEMY BBISIBIICHUIO 1 JICUEHUIO PECTTUPATOPHBIX
npo6siem. Kpaiine BaxkHo y Bcex mauneHToB ¢ JIAM pe-
IyJIsIpHO (Kaxable 6—12 Mec.) MPpOBOAUTH CIIMPOMETPH-
YeCKHMe TeCThI ISl OTCICXKUBAHUS TIPOTPECCUPOBAHUS
3a00J1eBaHUSI U KOPPEKTHUPOBKH JIEUSHUSI 110 Mepe HeoOo-
XOAMMOCTH. Y TIpeACTaBICHHOM MAallMEHTKU UCXOIHBIC
CITMPOMETPUIECKIE TTOKA3aTeNIN OBLIN B TIpeneiaX Hop-
MBI, OJIHAKO rccnenoBath DL ) He GbLIO BOZMOXHOCTH.
ITo nanubiM A.B. Yepnaxa v coast. (2021), y O0JIBHBIX
JIAM mnpeBanupyeT OOCTPYKTUBHBINA TUIT HapYILIEHUS
DB/ (75 %), pectpukTuBHLI (3 %) 1 cMetmanHbIi (1 %)
tunsl HapymeHnss @BJI Bcrpeyarores ropasno pexe [10].

DL, chuxena y 87 % naumenTok. ITo pesynbratam
perpeccun Kokca ncxonnpie snayenus DL, u ODPB,
SIBJISIIOTCS TIPEIUKTOPAMM,, OTIPEACIISTIOIINMU PUCK CMEPTH
npu JIAM [1-3]. K coxanenuro, uccnenosars DL, mioka
He ynajgoch. Heo0xonumMo oTMETUTh TaKXKe, UYTO UCCIIEN0-
Banue @B/l y malyeHTKA B TeUeHUE 3 JIET aMOYJIAaTOPHOTO
HaOJTIOIeHNS HU pa3y He BHITIOTHSIIOCH.

7151 OLIeHKU TIEPEHOCUMOCTH (DU3UIECKOM HAarpy3Ku
o6onbHbIMU JIAM MoxxHO ucnonb3oBath 6-MIIT, koro-
DBl TAKKE MOXKET MCTIOIb30BAThCS ISl ONPeaeIeHUS
CTeTIeHU WHBAJIUAM3AlNU, TIPOrPeCcCUPOBaHUA OOIe3-
HM Y OTBETA HA JIEYEHUE Y MALUEHTOB C KIUHUYECKUMU
nposiBieHusimu JIAM. T1poBeneHbI TeCThbl ¢ PU3NIECKOM
Harpyskoii (ncxoaHo — 6-MIIT, B 2026 1. B CBSI3U ¢ He-
BO3MOXHOCTBIO €T0 BBHITTOJTHEHUS — | -MUHYTHBIN TECT
«CecTb U BcTaTh»). HeoO0X0OMMO OTMETUTH XOPOIIIYIO
TOJIEPAHTHOCTh K (DM3UYECKOI Harpyske y MaluueHTKH,
BKJTIOYAsi OTCYTCTBUE JecaTypaliu B IIPOLIECCE TECTOB.

Jleuenue JIAM HanpaBieHO Ha 3aMeJIeHHe MPorpec-
CHPOBaHUSI 3a00JIeBaHUsI, COXpaHEeHNE (DYHKIIUM JICTKIX
U yCTpaHeHUe ocaoKHeHui. Heobxoaum peryasipHbIii
MOHUTOPUHT (DYHKIIUM JIETKUX, TTOCKOJIBKY CO BpeMEHEM
JIAM MoxeT rmporpeccupoBaTh 4O AbIXaTeJIbHON HEI0-
cratouHocTu. CorjlacHO pyKoBOACTBY EBpormeiickoro
peCNUPaTOPHOro OOIIECTBA MO AMATHOCTUKE U JIEYEHUTO
TC-JIAM, Haubosee 3bhEeKTUBHBIM METOJOM MaTOreHEe-
TUYECKOTO JICUCHUS TIPU MYJITbTUCUCTEMHBIX TTPOSIBJICHM -
X (TTOYeYHBIe aHTUOMUOJUIIOMBI, CYO3ITeHANMAaTbHAS
TUTAHTOKJIETOJIETOYHAsI aCTPOLIMTOMA U STUJIETICHUST)
sByisieTcsl mpuMeHeHue uHruoutopoB mTOR (aBeposu-
Mmyc). [Tocne TepaneBTHIECKOM OLIEHKHA COOTHOIIICHMS
PUCK / TIOJIb3a TIperapaThl JaHHOM TPYIIIThI MOTYT OBIThH
Ha3HauYeHbl MAl[UEeHTaM MPH yXYALIEHUH JIETOYHOM (hyHK-
LMY ¥ HAJTUIUU XWJIE3HOTO BBITIOTA ISl CTAOWIIN3AIuN
(pYHKIIMY JTIETKNX, YMEHBIIIEHUS KUCTO3HOTO TTOPaKeHUS
JIETKUX ¥ aHTUOMMOJIUTIOM, TIPY 3TOM B KOHEUHOM UTOTe
yIIy4dlIaeTcsl KaueCTBO XKMU3HU MalueHToB [1—4].

IMonnep:xuBaloiiast Teparnus TakxKe UTrpaeT pela-
IOLIYI0 POJIb U MOXET BKJII0YaTh OPOHXOAMIATATOPHI,
KHUCJIOPOIHYIO TePAIMIO MO MOKa3aHUsIM 1 COOJIIoIeHNE
PEKOMEHIALIMI 110 BaKIIMHAIIUHY [TST JIUII C OCJIa0JIeHHBIM
umMyHurtetoM [19]. BaxkHbiM acriekTom jedeHust JTAM
SIBJISIETCSI CTPOTOE MPEI0TBPaIlleHUE BO3IEUCTBUS 3CTPO-
TreHOB, 0COOEHHO B (hOpMe rOPMOHAILHON KOHTpaLENIUK1
U 3aMECTUTEJIbHOU TOPMOHAILHOM TEPAIMM, YTO aKTyallb-
HO IIJI51 XXEeHIIWH PENpPOayKTUBHOIO BO3pacTa, Y KOTOPbIX
yaie Bcero Bo3HukaeT JIAM [1—4]. Dta pekomeHaaLMs
o0ycJioBJIeHa YYBCTBUTEJILHOCTBIO K 3CTpOreHaM Mpu
JIAM. TpaHcnnaHTauust JIErKUX MOXET ObITh pacCMOT-
peHa B 3aMYILIEHHBIX CIYYasaX C TSIXKEJIOU AbIXaTeJIbHOMN
JIEKOMIIEHCALIME, OHA OCTAETCS €IMHCTBEHHOW MepOi
sneyeHust JIAM. TTockosibKy MOHUMAaHUE MOJIEKYJISIPHBIX
ocHOB JIAM TmipopoirKaeT paciupsIThCs, OXKUIAETCST, YTO
OymyIIre METObI JICUCHUST PaCIIUPSIT MacITaObl U CIle-
LU(UIHOCTD JIeUeHUS.

HecMotps Ha HEMOCTaTOYHYIO TIPUBEPKEHHOCTD TE-
panuu B Havasie JeYSHUs, TIPOITYCK KOHTPOJIbHBIX BU-
3UTOB K HE(POIOTy U MyJIbMOHOJIOTY, Ha (hOHE MprueMa
uHruoutopa mTOR y mainMeHTKH He OTMEUEHO Ccylle-
CTBEHHOM OTpULIATEIbHOI TUHAMMKU 10 CITMPOMETPUH,
yAy4IImiIach (GyHKIMST eTMHCTBEHHOM MoYKu. Bo3mox-
HO, BTO CBsI3aHO ¢ TeM, uTo Ajsa JIAM xapakTepHO OT-
HOCUTEJbHO N10OPOKAYECTBEHHOE TeYEHUE, MEAJIEHHOE
mporpeccupoBanre cuMmnTomatnku TC, Ha 9TO yKa3bI-
BaloT 1okasatenan 10-j1eTHelt BBIKMBaeMOCTH, TIPEBHI-
matorue 90 % [20].

ITpu Benenuu nauueHToB ¢ TC-JIAM Tpebyercst KoM-
TUIEKCHBIN, MyJbTUANCUUTUIMHAPHBIA MOAX0M ¢ IMHAMU-
YEeCKOM OLIEHKOW KJIMHUYECKUX, JJa0OPaTOPHBIX U MH-
CTPYMEHTaJIbHBIX MOKa3aTesieil Bpauamu-HedposoramMmu,
HeBpPOJOraMu, MyJbMOHOJIOTaMU, I€PMAaTOJIOraMu, TeHe-
TUKAMU U IPYTUMU CIIeLIMAIUCTaMU TTPU HEOOXOAUMOCTH.

3aknioyeHue

JIAM npenctasisier coboit opdaHHoe 3aboeBaHUe
C BO3MOXHBIMU MYJIBTUCUCTEMHBIMU TIPOSIBJICHUSIMU.
ITo maHHBIM MpeACcTaBAEHHOIO KIMHUYECKOTro HAOMI0-
IEHUS TIPOIEMOHCTPUPOBAHO OTHOCUTEILHO TOOPOKa-
YeCTBEHHOE TeUeHUe 3a00jieBaHmsI Y mauueHTKu ¢ TC,
JIMAaTHOCTUPOBAHHBIM B JIETCKOM BO3pacTe, MopakeHueM
KOH1, HapacTaHWeM a30TeMMH Ha (poHe pa3pbiBa aHTHO-
MUOJUMOMBI ITOUKU U BbisiBieHHeM JIAM B 3pesioM BO3-
pacte. Ha ¢oHe cBoeBpeMeHHOTI0 Ha3HAYEHUsI MHTUOM-
topoB mMTOR HaGmonanock BoccTaHOBIeHNE (DYHKIIMKA
MOYKHM, CYIIECTBEHHOTO HapacTtaHus HapyumeHus OBJI
HE OTMEUYCHO.

TakuM 00pa3oM, MyJIbTUANCIUTUIMHAPHBINA TTOIXOI
K o0cjienoBaHMIO U JiedeHUI0 00abHBIX TC gBisieTcs
KJII0YeBBIM (haKTOPOM CBOEBPEMEHHOM Bepu(pUKaLUU
JIMarHO3a U TeparieBTUUECKOi TAKTUKH, CHYDKEHUST prCKa
IIPOTPEeCCUPOBAHMST OPTAHHOI TMCHOYHKIINU.
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Wanonatuyeckun nerovHbIn pudpo3 Kak npuumMHa TAXENoun
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Pesome

Wnnonarnyeckuii JierouHslii puopos (MJIP) — XxpoHUYeCcKoe MpOorpeccupyloliee MHTEPCTULMATbHOE 3a00JIeBaHIE HESICHOM 3THOJIOTUH, Yallle
BCTpevalolieecs y JIUII MOXMWIOro Bo3pacta. OCHOBHBIMU MPUIMHAMHU, TIPUBOMSIIUMU K pasButuio MJI®, aisiorcst hakTopbl oKpyxKaroleit
Cpelibl, BUPYChl, FeHETUYECKasl IPEAPACTIOI0KEHHOCTb. «30JI0TO cTaHIapT» AMArHOCTUKU — KOMITbIOTepHasi ToMorpadust BLICOKOTo paspeLie-
Hus (KTBP). B kauecTBe maToreHeTH4eCKOl Teparuu UCIOJb3yI0TCS Takue aHTU(hUOPOTHYECKUE TIperapaThl, KAk HHHTUAAHUO U MUPQEHNIO0H.
Heabio paboTHI SIBISUIACH TPE3EHTALMST KITMHUYECKOTo HaOMI0NeH!s 32 MALMEHTKON ¢ IUTeIbHBIM aHAMHE30M OJBIIIKY 1 CepACYHON HeaocTa-
touHoctu (CH), y Koropoit auarHo3 MJI® Gbl1 yCTAaHOBJIEH JIMIIb MTPY FOCITMTAIU3ALMK 10 TTOBOLY HapacTaHus oabluku. 1o nanHbiM KTBP
BBISIBJIEHA XapaKTepHasl KAPTUHA «COTOBOTO JIETKOTO». 3aKmouenne. [1o pesynbraraM KIMHUUECKOTO HAOMIONeHUST TPOAEMOHCTPUPOBAHBI TPYI-
Hoctu nuarHoctuku MJID B cTtapueckoMm Bo3pacTe Ha hoHe TMOJTMMOPOUIHOCTH (XpOHUYecKasi OOCTPYKTUBHAsSI 00JIe3Hb JIETKUX, XpPOHUYeCKast
CH), 4TO IPUBOIUT K MO3AHEMY Havaly crieluruecKoil Tepanuu.

KnroueBbie ciioBa: hpubpo3, MAMONATUYECKU JIETOUHbIN (PUOPO3, MHTEPCTULIMANIBHOE 3a00J1eBaHUE JIETKUX, FepuaTpusi, T€POHTOJIOTHSI.
KondumkT unrepecos. KoHbIMKT MHTEpeCOB aBTOpaMU HE 3asiBJIEH.

®unancuposanmne. CrIOHCOPCKasi MO/IEPXKKA UCCIIEI0BaHUST OTCYTCTBOBAJIA.

DTHyeckas dKcnepTusa. VcciemoBaHue MPOBOAUIOCH B COOTBETCTBUM C TPEOOBAHMSIMU MEXIYHAPOTHOTO 3TUYECKOTO W HAYYHOTO CTaHAapTa
«Hannexaiast kimHudeckas npaktuka» (Good Clinical Practice).
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Idiopathic pulmonary fibrosis as a cause of severe respiratory
failure in gerontological practice
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Abstract

Idiopathic pulmonary fibrosis (IPF) is a chronic progressive interstitial lung disease of unknown etiology, most commonly occurring in the elderly.
The main factors leading to the development of IPF are environmental factors, viruses, and genetic predisposition. The «gold standard» for diagnosis
is high-resolution computed tomography. Antifibrotic drugs such as nintedanib and pirfenidone are used as pathogenetic therapy. The aim was to
present a patient with a long history of dyspnea and heart failure, in whom the diagnosis of IPF was established only upon hospitalization due to
worsening dyspnea. High-resolution computed tomography revealed a characteristic pattern of “honeycomb lung”. Conclusion. The article
demonstrates the difficulties in diagnosing IPF in old age associated with polymorbidity (chronic obstructive pulmonary disease, chronic heart
failure), which leads to a late start of specific therapy.
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WNnunonarnueckuii ierounbiii pudpo3 (UJID) asusietcs
OTHOM M3 0COOBIX (POPM XPOHMYECKOI TIPOTPECCUPYIO-
et puodpo3npyolIeii THTEPCTUIIUAIBHONM ITHEBMOHWH,
KOTOpasi BCTpeYaeTcsi B OCHOBHOM Y MalIMEHTOB CTaplIero
BO3pacTa M COMPOBOKIAETCS U30JIMPOBAHHBIM TTOpaKe-
HUEM JIETOYHOU mapeHXuMbl [1].

Pacrnipoctpanennocts MJID cocrasnsier 6,8—63 coy-
yaeB Ha 100 000. B Poccuu 3a607eBaeMOCTb COCTaBIISIET
4—7 cnyyaeB Ha 100 000 [1].

Tounbnii aTnonornueckuii pakrop NMJIMD Ha ceron-
HSIITHWI IeHb BBIIBUTD He yaanoch. OMHAKO CYIIECTBYIOT
JlaHHBIE O POJIY B MaTOreHe3e 3TOi MaTojJoruu GakTo-
POB OKpYKaloIlleil cpeibl 1 MUKPOOPTaHU3MOB (BUPYC
DmmreitHa—bapp, nuToMerajgoBupyc, reprecBupyc-1,
-6, -7, -8, Bupyc capkombl Karomm n Bupyc renatura
C) [2, 3]. Takxe onucanHa cBs3b pazsutusg UJID ¢ xy-
peHUEM, BIbIXaHUEM TTPOU3BOACTBEHHBIX TTOJUTFOTAHTOB
(KpeMHMIT, OepIIINiA, yTOIbHas IBLIb, aCOECT), a TAKXKe
panuauueii [4]. D.Bédard Méthot et al. onvicaHa poJib ra-
cTpoa3odareanbHoii pedtokcHoli 6bonesnu (II'DPB) kak
BO3MOXHOTO (hakTopa pucka pazsurust UJID [5].

CylmecTByeT TeHeTU4YeCcKasl IIPeapacIIoioXKeHHOCTh
passutusg MJI®D, yTto 1oka3aHO BbIIEIEHUEM OTIEb-
HOM IpyMITbl MALIMEHTOB, UMEIOIIMX 2> 2 POJCTBEHHUKOB
¢ aToii marojiorneii. Takast chopma 3a00s1eBaHMs TIOTyYMIIa
Ha3BaHMe ceMmeltablii UJI®. Kpome Toro, onmcaHsl ciry-
yan MJID, accounmpoBaHHbIE CO crien(UIECKUMI Ha-
ciencTBeHHbIMM cuHIpoMamu [6]. ITo nanubim O.C. Leavy
et al., 6onee uem B 50 % cnyuaeB UJID He npencrapisieTcst
BO3MOXHBIM OIIPEACIINTD TeH, OTBETCTBEHHBI 3a pa3BU-
THe 3a00yieBaHus. B ocTambHBIX clydasx OOJIbIIYIO YacTh
MaTOT€HHBIX BAPUAHTOB COCTABJISIIOT MALIUEHTHI C MY-
TallUSIMU B TEJIOMEPHBIX TeHaX, FreHaX, OTBETCTBEHHBIX
3a cuHTe3 cypdakranTa [7]. [Toatomy A.Alonso-Gonzalez
et al. IPenI0XEeHO BBITIOJIHATh TEHETUYECKOE TECTUPO-
BaHue (U3MepeHUe IJINHBI TeJIOMep, CEKBEHUPOBAHUE)
Ha BBISIBJICHVE MYTalIMil B yKa3aHHBIX FeHaX Yy IMallieHTOB,
OTHOCSIIIXCS K OTHOU U3 4 TpymIl (1e00T 3a001eBaHUS
1o 50 ner, cemeiiHas popma MJI®D, pasnnunbie GopMbl
TeJOMepOoNaTHii, peKrue TeHeTUYeCK1ue CUHIAPOMBI) [8].

KiaumHuyeckasi cumriroMarnka 3aboyieBaHUST HECTTe-
mrduyHa. [TareHThI MOTYT KaJ0BaThCS HA [UTMTEIHBHO
CYIIIECTBYIOIIYIO OIBIIIKY M Kallleab pu (pU3MIecKoit
Harpyske. OTMeuaeTcsl yTOIIIeHUE MaIbLEB MO TUITY «0Oa-
pabGaHHBIX TAJIOYEK», HOTTEH 10 TUITY «JaCOBBIX CTEKOJI»,
BBISIBJISICTCST IBYCTOPOHHSISI MHCITMPATOPHAsT KpeInTa-
us [1].

JuarHoctuka 3a001eBaHUsI OCHOBaHA Ha BBISIBICHUU
IN(P@Y3HBIX IBYXCTOPOHHUX PETUKYISIPHBIX M3MEHE-
HUI, MEJIKMX CYOTIJICBPaTbHBIX BO3AYIIHBIX KUCT («CO-
TOBOE JIETKOe») 1 / WM TIeprdeprIeCKNX TPAaKIIMOHHBIX
OPOHXO- NI OPOHXMOJIO3KTA30B B KOPTUKAIBHBIX U Oa-

3aJIbHBIX OT/IEJIaX JIETKUX, BEISIBICHHBIX 110 pe3yabTaTaM
KoMITbIoTepHOI ToMorpadum (KT) BeIcokoro pasperie-
Hus (KTBP). Taxke mpoBoauTcs muccienoBaHne MyHK-
uuu BHelrHero apixanus (OBJI), BennunHbl Auddysu-
OHHOI1 CITOCOOHOCTH JIETKMX MO MOHOOKCHIY yTJIepoaa
(DL,), 6-M1HYTHBI 11arosblii TecT [1].

CorylacHO KJIMHUKO-TIPAKTUYECKUM PEKOMEHIAIIM -
sIM AMEpUKaHCKOTro TopaKaJbHOTo o0lIecTBa (American
Thoracic Society — ATS), EBporieiickoro pecriupaTopHOro
obmecta (European Respiratory Society — ERS), SInoH-
CKOTro pecrnimpaTopHoro obiectsa (Japanese Respiratory
Society — JRS), JlaTuHOAaMEepUKaHCKOIO TOPaKaJIbHOTO
obuectBa (Latin American Thoracic Society — ALAT)
1 MuHnCTepcTBa 3npaBooxpaHeHus Poccuiickoit Meme-
painuu, eIMHCTBEHHBIMM TIpeTiapaTaMu, TPUMEHSIEMbIMU
ripu Teparuu NJID, aensgiorcst aHTU(GUOPOTHYECKHE TIpe-
IapaTbl HUHTeAaHUO (TPOITHO MHTMOUTOP aHTMOKMHA3HI,
OJIOKMPYIOIINI pelenTOPhl (haKTopa pocTa SHIOTEIIUS
cocynoB-1—3, peenTopsl TPOMOOLIUTAPHOTO (hakTOpa
pocTa-a, -f3 U peuenTopsl pakTopa pocTta pudpobdIa-
cTtoB-1-3) 1 nupdbeHnnoH (oka3bBaeT aHTUDUOPOTHU-
yecKoe ACUCTBHE MyTeM YMEHBIICHUS TIpoaudepalnu
¢uobpobnactos, nuddepeHINPOBKI MIOPUOPOOIACTOB,
CUHTe3a KoJyujlareHa ¥ (puOpOHEKTUHA, OTIOXKEHUST BHE-
KJIETOYHOTO MaTPUKCa, a TAakKKe TTPOTUBOBOCTIAIUTEIEHOE
IEeUCTBUE MyTeM MHTMOMPOBAHUS CHTE3a TpaHC(HOpMM-
pytomero ¢akropa pocra-f3,) [1, 9, 10].

[IpencraBieHO KIMHUYECKOE HAOMIONEHNE 3a Tallu-
enTkoit ¢ UJID, nnarHoCTUPOBAaHHBIM B CTaAPYECKOM
BO3pacTe.

Knunnyeckoe HabnoaeHue

[MarrieHTKa 86 JIET rOCIIMTATM3MPOBAHA B CTALIMOHAD C Kajioba-
MU Ha OJIBIIIKY B TIOJIOXKEHUH JieXKa U B TIOKOE, YCUIIMBAIOIITYIOCS
B TOPU30HTAJTLHOM MOJIOXEHUN U TIPU (PU3NUECKON HArpy3Ke,
CYyXOii Kalllesib, OTeKU HUKHUX KOHEYHOCTEH (TOJIeHU, CTOTIbI),
00111y10 c1a60CTh. ONBIIIKY CTajla OTMEYaTh OKOJIO 3 JIET Ha3al,
OTEeKU MOSIBUJINCH 2 Toa Hasan. [larmeHTKa HeOMHOKPATHO
ToJTyJasia JedeHue 1o MOBOIY IeKOMIIEHCAIIUY CepIeTHON He-
noctatouHocty (CH) B cranmmoHapax MoCKBBI.

VXxynieHue coCTOSTHUS BOSHUKIIO 3 HeMl. Ha3a ¢ TIporpec-
CHPOBAHMEM YKa3aHHBIX XaJl00, Mal[UeHTKe MPUXOIUIOCH CIaTh
B MoJtoxkeHUM cupsl. HacTosiiee yxyiieHe cocTosiHus (mpo-
rpeccupoBaHue YKa3aHHbBIX Xajl00) OTMEUaeT B TeUEHUE 3 Hell.

[To maHHBIM aHAMHE3a — TUTIePTOHNYECKast 00JIe3Hb, XPO-
HUYecKast 00CTpYKTHUBHas 60J1e3Hb Jierkux (XOBJI), 6poHxuTy-
YecKuil TUII, LiepeOpoBacKyIsipHas 60Je3Hb. [TocTostHHO TTpH-
HUMaeT aHTUTUTIEPTEH3UBHYIO Teparuio, KapaIuONPOTEKTUBHYIO
Tepanuio U npemnapathbl 1 gedyeHus: XOBJI He monyyana.

IMpodeccrnoHaIbHBIX BPEIHOCTEN HE OTMEUEHO, He KYPHT,
HacJIeNCTBEeHHBIN aHaMHe3 T10 3a00JIeBaHUSIM PECTTMPATOPHON
CHCTEMBI HE OTSITOIIIEH.
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[Ipu ocmompe: coCTOsSTHUE TSKEIOE, BHIPAXKEHHBIN 1IMAHO3
KOKHOTO TTIOKPOBA, TYPTOp, BIAXKHOCThH KOXH CHIKEHBI, Ha0y-
xaHue BeH 1mer. OTMevanch OTeKU HIKHIX KOHEYHOCTEl — To-
JIEHU, CTOTbI, XKMBOTA. [1anblbl B BUae «0apabaHHbIX MATOYEK»,
HOTTU B BUJE «9aCOBBIX CTeKO». [1pu aycKyabTalium JeTKuX
BBICITYIITUBAETCS OCTIabIeHHOE Be3UKYJISIPHOE TBIXaHUE C Kpe-
MUTALEN, TAXUTTHOD — M0 24 B MUHYTY; TIPU TIEPKYCCUU — KO-
poGouHBIN 3BYK. CaTypalus apTepruaabHOM KPOBU KUCIOPOIOM
(SpO,) 6e3 KuCIOPOAHON MoanePKKHU — 65 %, NpoBOAUIACh
BBICOKOTIOTOYHAs okcureHauusa 50 1 / muH, nipu 3Tom SpO,
He nioBbIIanack > 90 %. AprepuanbHoe nasieHue — 130 / 85 Mm
PT. CT., 4aCTOTA CEPAEYHBIX COKPALIEHUI — 98 B MUHYTY, TOHBI
ceplia TIIyxue, BHICTYITUBAETCSI CUCTOTMYECKUI IIIyM B TOUKAX
MPOEKIINY MUTPATBHOTO U TPUKYCTUAATHHOTO KianaHa. [1pu
MATBITALINY XKUBOTA — yBeIMYeHue redyeHu. [1o octambHbIM Op-
raHaMm U crcteMam 0e3 TTaTOJIOTUIA.

[Mo naHHBIM GMOXMMUYECKOTO aHAI3a KPOBU OTMEYAJIOCh
TOBBINIIEHNE YPOBHS akTata no 4,1 (pedepeHcHbie 3HaUE-
Hus — 0,56—1,39) mmons / 1; N-Terminal prohormone of Brain
Natriuretic Peptide (NT-proBNP) — 11 324 (0,01—525,1) rir / mut;
ypoBenb C-peaktuBHoro 6enka — 2,6 (0—5) mr / 1.

Jlannvie snekmpokapouoepaghuu:

* DUTM CUHYCOBBIIL;

*  YacTOTa CepAeYHBIX COKPAIEHWI — 72 B MUHYTY;

*  aTpUOBEHTPUKYJsIpHas 6iokana | crenmenu;

* ymauHeHue uHTepBana Q7c mo 540 mc;

* HampaBJieHUe JIeKTPUUECKOU OCH Cep/lia BIIPaBo;
* runeptpodus mpaBoro xerymsouka (puc. 1).

[Ipu peHtreHorpacdun opraHoB rpynHoii KieTku (OI'K)
BBISIBJICHO yCcUJIeHUE U neopMaliust JeTOYHOTO PUCYHKA, BbI-
paXkeHHO 00OTAIIEeHHOTO 33 CYET MHTEPCTULIMATEHOTO KOMITO-
HEHTA, TTOJIMCETMEHTAPHbBIE YUaCTKN 3aTeMHEHUs JTeTOUHOMI
TKaHU! B IPOEKIIUY 0OOOMX JTIETOUHBIX TTOJIEH.

ITo narabiM KT OI'K B 060X JIETKHX BBISIBJICHBI OOIIUPHBIC
30HBI BEIPAXKEHHBIX PETUKYIISIPHBIX U3MEHEHUI TTapeHXUMBI
Y MHOTOYVCJIEHHBIE YUYACTKU «COTOBOTO JIETKOTO», TPAKITMNOH-
Hble OPOHXOIKTAa3bl 1 TOHKOCTEHHBIE KMCTHI. DTH U3MEHEHUS
ObLTH OoJiee BHIPAXKEHHBIMU B HUXKHUX TOJISIX JIETKUX, UMET-
Cs yMEPEHHBIN TBYCTOPOHHUI TUIEBPAIBHBIN BBITIOT (puUC. 2).
[MneBpa He n3meHeHa. OTMevanoch yBennueHue aumbaruie-
CKUX y3JIOB BepXHero cpenocteHus. Pacimmpenue (1o 35 mm)
CTBOJIA JIETOYHOU apTepuu U ee BETBel, TPaBbIX KaMep cepaia
(Tipu3HaKu JierouHo rurnepreH3uu (JII') u «ierouHnoro cep-
na»). JlaHHble M3BMEHEHUsI SIBISTIOTCST BBICOKOCTIEIIM(DUIHBIMU
st J1® 1 o3BOJISIOT TOCTaBUTH AMATHO3 OOJIE3HU TI0 TAHHBIM
KT naxe 6e3 6uorncuu jerkoro. Kpome atoro, oTME4eHbl K-
Ta3ust BOCXOSIIEH aopThl (47 MM) 1 BBIPAXKEHHBIN KaTbIIUHO3
CTEeHOK KOPOHAPHBIX apTepuii (Ipu3HaK aTepockieposa). Ma-
JIBI TUIPOTIEPUKAPI.

Hannvie OxoKI':

* mIo6anbHas CUCTONIMYeCKast (DYHKIIUSI JIEBOTO XKeTyqouKa
(JIZK) He cHIKeHa;

* BbeIpaxeHHas rurneptpodus muokapaa JIK (tommmna
ME3CKETyTOYKOBOH TTeperopoaku — 2 CM, 3aHel CTeHKHN
JIK — 1,4 cm);

* yMeHblIeHue nosoctu JIZK;

Puc. 1. BaekTpokapauorpaMma: aTpuoBeHTPUKYIIsIpHas 6yiokana I crenenn; ynuHeHure uatepsaia Q7¢ no 540 Mc; HampaBieHUE 3JICKTPUIECKOi

OCH cepjilia BIPaBo, TUIepTpodus PaBoro XKeayaouka

Figure 1. Electrocardiogram: grade I atrioventricular block; Q7¢ interval prolonged to 540 ms; rightward direction of the electrical axis of the heart,

right ventricular hypertrophy
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Puc. 2. KommnbioTepHasi ToMorpaMma OpraHOB TPYIHOU KIIETKH: «CO-
TOBOE JIETKOE», MO3aMYHbIe YYACTKU MHMWIBTPALIIT

Figure 2. Computed tomography of the chest organs: “honeycomb
Iung”, mosaic infiltration sites

* oOcTpyKiuu BhIHOCs1IEro TpakTa JIZK 1ocToBepHO HE BbI-
SIBJICHO;

* HapyuleHue AMacToandeckKoin GyHKIuu no 1-my Tumy;

* JleTeHepaTUBHbIE U3MEHEHUST CTBOPOK aOPTAIILHOTO U MU-
TPaJILHOTO KJIAITAHOB;

* aopraibHas peryprutauus 11 crenenu;

* paclMpeHue paBbIX KaMep Ceplia;

* 3HauutesabHas JII' (cucToinyeckoe naBjieHUE B JIETOUYHOM
apTepun — 65 MM pT. CT.);

ku « Clinical cases

* TpukycnuaaibHas peryprutauus I crenenu;

*  yBEJIWYEHUE JIEBOTO MPENCEPINST;

* wmutpaibHas peryprutauus 111 ctenenu;

* BTIOJIOCTH ITepUKapa 3a 3aaHeit creHkoit JIXK onpenensiercst
KUIKOCTB 10 0,6 cM.

Yavmpaseykosoe uccaedosarnue (Y3H) opearosé bprowroii no-
aocmu:

*  mpusHaKu TUhdY3HBIX U3MEHEHUI IIEYSHU U TTOKETy 09~
HOW >KeJIEe3bl;

*  BBIpaXXeHHas adPOKOJINS;

* TIpU3HAKU BEHO3HOTO 3aCTOsI B TICUEHU;

* acuut (700—800 M mon meyeHblo, B HUXKHUX OTHesax,
B MEXXKUIICYHBIX POCTPAHCTBAX);

* yMepeHHas rermatoMeranus (ripaBasi 1011 — 163 MM, JieBast
nojs — 87 X 52 Mm);

* aHacapka.

Y3U naespanvhoix nosocmeii:

* JIBYCTOPOHHUI TMAPOTOPAKC C pa30OIIIEHIEM JIUCTKOB TUIEB-
pol 10 19,4 Mm.

Jlannvle cnupomempuu:

*  XU3HeHHas eMKocTb Jierkux (ZKEJI) cHuxeHa, cpenHeTs -
xenoit crenenu — 1,131 (50,2 % );

*  (popcupoBaHHas )KEJ'[ (CD)KEJT) - 0 9n(47,0%, . );

*  00beM (hopcMpoBaHHOTO BbITOXa 3a 1-10 cekyHay (ODB)) —
0,981 (51,5%,,,.);

+ OOB,/ OXENT (I/IH)ICKC Tudduo) — 86,86 %;

. HI/IKOBaH 00BeEMHAsT CKOPOCTh BhImoxa — 49,8 %;

*  O®B, nocne npoObl ¢ GPOHXONUTUYECKMM MPENAPATOM —
1,06 11 (mpupoct — 8,1 %) (6poHxoIUTHYECKAsK IIPOOa OTPH -
LaTeapHasi).

Knunuueckuii duaenos ocHogroil: AIMONIATIIECKWIA JIETOTHBII
Gubpo3; conymemeyrowuil: iepedpoBacKyJIsipHast 00J1e3Hb, XpO-
HWYECKasl UIIEMUST TOJIOBHOTO MO3Ta.

OcnoxcHenus:
e JBIXaTeJIbHas HEJOCTATOYHOCTD;
« JIT;

» xpoHuyeckass CH (XCH) ¢ coxpaHeHHoii hpakiiveit BbIOpo-
ca JIZK, nekomrieHcalus;

* NIBYCTOPOHHUU r'MAPOTOPAKC;

*  TUOpOINEepUKap;

*  aClUT;

* aHacapka;

* wmutpaibHas peryprutauus 111 crenenu;

* TpukycnuaaibHas peryprutauus I crenenu;

* aopraibHas peryprutauus 11 crenenu.

Bo Bpemsi peObiBaHUS B CTAllMOHAPE MALMEHTKE MTPOBOAM -
JIach KUCJIOPOAOTepanusi, OpOHXOJUTUYECKAs Teparust UIpaTpo-
nust 6pomusoM + peHoTepos, OyaIeCOHUIOM, JUypeTUIecKas
Tepanus pypoceMuIoM B 103¢ 160 MI B CyTKM B TeYEHUE 3 THEM
C MOCJIEAYIOIIUM CHUXEHUEM J103bl TIOJl KOHTPOJIEM IUYpe3a,
Macchl TeJa.

Ha done Tepanuu otMevaiach MoJOXUTEIbHAS IMHAMKUKA
COCTOSIHMSI U CAMOYYBCTBUSI, HAOJII0aJICSl pErpecc CUMIITOMA-
Tk XOBJI u XCH. JIpixaHue caMoCcTosITeIbHOE, TTPU IbIXaHU U
atMocdepHbIM BozayxoM SpO, — 91 %, nipu nHcyhdaALmum yB-
JIAXKHEHHBIM KUCJIOPOIOM Yepe3 JTULEBYIO MACKY CO CKOPOCTBIO
51/ muH SpO, — 96 %.

[ManueHTKa BbINKCAHA B YIOBJIETBOPUTEIBHOM COCTOSIHUU.

Pexomendayuu — npodoaxcame mepanuio:

* umnparponust Opomus + peHoTepos yepe3 HeOymaiizep 20 ka-
reJib 2 pa3a B CyTKU;

* OyaecoHu yepes HeOyaitzep 0,5 MKT 2 pa3a B CyTKHU;

* CIIUPOHOJIAKTOH 25 MT | pa3 B CyTKU;

* TOpaceMun 5 Mr 1 pa3 B CyTKHU;

* Jio3apTaH 25 Mr 1 pa3 B CyTKHU;

*  aMJIODUIIMH 2,5 MT 1 pa3 B CyTKH.
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O6cyxpeHue

NII® asnsercs 3aboneBaHreM, TTOPAXKAIOIIUM JIUIL TTO-
JKWJIOTO Bo3pacTta ¢ MaHudecranueir B 60—80 ner, yaie
3a0o0yieBaHUE BCTpeuyaeTcst cpeau My>kuuH [11]. Y nipen-
CTaBJICHHOW MAaIIMEHTKMU 3a00JIeBaHUE BIIEPBBIC OBIJIO
JMArHOCTUPOBAaHO B Bo3pacte 86 ner. H.J.Kim et al.
omnucaHa rpyimma nauueHTos ¢ UJI® (n =1 001; cpen-
HUI BO3pacT — 66—76 JieT), TOCITUTATU3UPOBAHHBIX U HE
TOCITUTAJIM3UPOBAHHBIX B CTAlIMOHAP 1O MOBOIY 3TOM
marojioruu [12]. Takum o6pa3oM, ycTaHOBJICHUE qUAar-
Hosza UJI® npuxoanurcs Ha 6osiee paHHUI BO3PAcCT, YeEM
y MIpenCcTaBAeHHON MallMeHTKU. YUUTHIBas JIUTEIbHO
CYLIECTBOBABIIYIO CUMIOTOMATUKY JbIXaTeJbHON HEI0-
CTaTOYHOCTH, B T. 4. SpO, 65 % 1pu nocTynjieHuu, K Ko-
TOPO¥1 TTallMeHTKa ObUTa alanTUpOBaHa, MOXHO CIEJIaTh
BbIBOJ, 0 Hanmmuuu MJID mymrenbHOE BpeMsl.

T.M.Walters et al. no naHHBIM Me€TaaHaJIM3a OLIEHBa-
Jlach CTPYKTypa KOMOPOUAHOCTH y nanreHToB ¢ UJID.
HawuGosee yacto BcTpevyaluch apTepuaibHasl TUIIepTeH-
3us, MilleMudeckas 00Je3Hb cepllia, TMIIePIUITUIESMUS,
caxapHbiii nuabdet, I'OPb [13]. OnHako IJIUTEILHOCTh
MUarHOCTUKU B TIPEICTAaBJICHHOM HaOIIONEHNN OOBSICHSI -
eTCcsl 3HAUUTETbHOM KOMOPOMIHOCTHIO, HamnuneM XCH,
XOBJI. Cumnromsl nipaBoxkenaynoukoBoit CH, kotopbie
MMOCTYKUJIM TIPUINHON TOCITUTAIN3AINN, Pa3BUINCh
BCIIEACTBUE HeaguarHocTupoBaHHoro UJID.

A.Guenther et al. ykazaHo, 4TO opaxkeHue MUOKapaa
¢ pazButueM JII' siBisieTcsl 3HaYMMBbIM MMPEAUKTOPOM CHU-
SKEHHS BBDKMBAeMOCTH y naneHToB ¢ MJIM® (oTHOIIEHME
maxcoB (OLL) — 2,03) [14]. Takum oOpa3oM, TTPOIEMOH-
CTpMpPOBaHa BaXXHOCTh PaHHE! OTUArHOCTUKU 3a00JIeBa-
HUS BO U30eKaHUe Pa3BUTHS TaAKUX OCJIOKHEeHW, Kak JIT'
BCJICJCTBUE MTaTOJIOTUM JICTKHX.

B HacTosIee BpeMsl OOJIBIIMMU BO3MOXKHOCTSIMU
oOJlagaeT NpuMMeHeHre aHTU(PUOPOTUUECKUX MpeTia-
paToB — HUHTeAaHU0a U MUPGhEHUIOHA, SIBISIOMINXCS
eIMHCTBEHHBIMHU ITaTOT¢HETUYESCKUMU IperapaTaMu
st medenust MJI®. Tlo pesynbTaTaM MCCICIOBAHUS
INSIGHTS-IPF nonrBepxneHbl He TOIbKO 3((HEKTUB-
HOCTb HUHTeAaHUOAa y MalMeHTOB MOXWIOTO Bo3pacTa
(ctapie 75 J€T), HO U MOBbILIEHWE BbIXKMBAEMOCTH Ta-
LIMEHTOB CcTapIero Bo3pacta (95%-Hblit TOBepUTETbHBII
uaTepBan — 0,51—0,98; p = 0,043) [15]. [IpencTaBieHHOI
MalMeHTKe TaKKe CaenyeT peKOMEeHI0BaTh MNHULIMMPOBa-
HHe aHTU(UOPOTUIECKOM TepaIlTiy OMHUM 13 YKa3aHHBIX
IpernapaTosB.

A.B. Temeneeoii u coaém. oIMcaHO HAOIOACHME 32 T1a-
uueHTkoi 67 et ¢ MJIPD, y KoTopoit Ha MPOTSIKEHUU
3 JIeT JIe9eHUST MIIOKOKOPTUKOCTEPONIAMI HE OTMEYAJIOCh
perpecca CUMIITOMATUKU, JIMIIb ITOCJIe Havajla Teparin
HUHTEIAaHUOOM COCTOSIHME YJIy4IlIMJIOCh, O0OCTPEHU I
He HabJrozaaocs [16].

V npencraBaeHHo# nauueHTKH auarHo3 XOBJI ObL1
yKa3aH B paHee NMCIOIIEICs MeTUITMHCKOM JOKYyMEHTa-
1. OTHAKO OTCYTCTBUE KYPEHUS M ITPOheCCHUOHATBHBIX
BPEIHOCTEN B aHAMHE3€, a TAKXKE BBISIBJICHHBIN IIPU IO~
CIIUTATU3ALUN PECTPUKTUBHBIN TUT HapymeHuii @B/,
He ITO3BOJISTIOT OMHO3HAYHO MOATBEPANTD JaHHEII THar-
HO3. BeposTHO, YacTh pecnmMpaTopHOil CUMITOMATUKHI
paHee MorJjia ObITh MHTEPIIPETMPOBAaHA KaK MPOsIBIEHUE

XOBbBJI Ha hoHEe HenMarHOCTUPOBAHHOTO (UOPOTUYE-
CKOT0 MHTEPCTULIMAIbHOTO 3a00eBaHus Jerkux 1 XCH.

HaznauyeHue OpOHXOIUTUYECKOI Tepanmuu UIpa-
Tponus 6poMuaoM + heHOTEepoa U OyIeCOHUIOM OBLIO
CBSI3aHO C paHee ycTaHOBJeHHBbIM nuarHo3zom XOBJI
U TSDKEJTOM IbIXaTeJIbHOM HeA0CTATOYHOCTBIO TP TTOCTY-
wieHnn. BMecTe ¢ TeM JaHHBIE CITMPOMETPUH, BBICOKMIA
nHaeke TuddHo 1 orpuiaTenbHass OPOHXOJIUTHYECKAS
Mnmpo6a CBUAETEIbCTBOBAIU B MOJIb3Y PECTPUKTUBHOTO,
a He OOCTPYKTMBHOTO THUIIA BEHTUJISIIIMOHHBIX HapyIIe-
Huii. [ToaTOMY TTOJTOXKUTENIbHAST TMHAMUKA COCTOSTHUS
MMAIIMEHTKX B OOJIbIIICH CTEIIEHH paclieHeHa KaK pe3yabTar
IUYpPEeTUYECKON Tepanuu, KOPPeKIMU NeKOMIIeHCAlluU
XpOHUYECKOI MpaBoxeaynoukoBoit CH 1 KuciaopomgHoii
TTOIIEePKKU.

3aknioyeHue

Takum o6pazom, NJID — 3aboaeBaHMe, YacTOTa BCTpe-
YaeMOCTH KOTOPOTO B HACTOSIIIIEE BPEMsI YBEIMUUBACTCSI.
CumriToMaTvKa JTaHHOM IaTOJOTMM CXOIHA ¢ TAKOBOM
MpU APYTUX 3a00JIeBaHUSIX, KOTOPBIE PACIIPOCTPAHEHBI
CpeIu JIUII CTapIliell BO3PAaCTHOM IPYITITEI, HAN0O0JIee YacTo
crpanatomx MI®. [Mpu HamM4uy y nauydeHTa BbIpaKeH-
HOW OBIIIKHM, Kallid, CHUXeHus SpO, creunanucram
CJIeIyeT HACTOPOKUTHCS M BKITIOUUTD B CIIEKTP TUArHO-
CTMYECKOTO TTOMCKa He TOJBKO TaKKME PacIIpOCTpaHEeH-
Huie tatoorun, kak XCH, XOBJI, 6ponxuanbHas acTMma,
HO U MUHTePCTULMAJIbHBIE TOPaKEHUST JTETKUX.
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ANEKTPOHHbLIX CUrapeT
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Pesome

B nocnenHee necatusieTre OTMEYAETCS] CTPEMUTETBHBIN POCT MOMYJISIPHOCTH 3JIEKTPOHHBIX CUCTEM TOCTAaBKM HUKOTHUHA, KOTOPasi, B CBOIO OYe-
pelb, 00yCJIOBUJIA YBEJIUUYEHUE YKCIa CIIyYaeB MOPaXeHHUsl JIETKMX U HOBOTO 3a00J1eBaHMsl, TOJIyYMBILET0 HAMMEHOBAHUE «[IOBPEXIEHUE JIEeTKUX,
CBSI3aHHOE C UCTIOIBb30BaHUEM 2JIEeKTPOHHBIX curapeT (DC) wnu Beununra» (E-cigarette or Vaping use-Associated Lung Injury — EVALI). 1enbio
PaGOTHI SIBJISTIACH IEMOHCTPAIIVS TTIEPBOTO B MMPAKTUKE JICUSOHOTO YIPEKICHUS CITyIast TOBPEKIEHUST JIETKUX, aCCOIIMMPOBAHHOTO € UCITOb30Ba-
Huem DC. PesyabTaTel. [TaliueHT MOJI0I0r0 BO3pacTa roClUTaIM3MPOBAH B 9KCTPEHHOM MOPSIAKE C BhIPAXKEHHBIMU XKajo0aMK peCIMpaTopHOro
XapakTepa, MepBOHaYaIbHbIe peHTreHorpaduiecKre U3MeHEHUsT OTCYTCTBOBaIU. B TeueHue | roma y manueHTa OTMEUYEHO MPOTPECCUPOBAHUE
IIbIXaTeJIbHON HEJOCTATOYHOCTH, BCIAEACTBHUE KOTOPOil chopMUpoBasIcs pacnpocTpaHeHHBI MHEBMOGUOPO3, UTO U SIBUIOCH MPUYMHON JIeTaslb-
Horo ucxona. 3akmovyenne. Ha ocHOBaHMU BBISIBIEHHOTO COYETaHUS SM(DU3eMbl, THEBMOGUOPO3a ¥ TUCTOIOTUUECKH TTOATBEPKICHHOTO aIbBEO-
JITA, HAJTM4MS B aHaMHe3e KypeHust DC BepuduuupoBaH IUarHo3 ocTpoe Tokcuueckoe rnopaxenue jerkux (EVALI-cunnpom) ¢ rucronornye-
CKUM TaTTepHOM IUdhY3HOTO albBEOSIPHOTO MOBPEXACHUS, UCXO B THEBMO(GUOPO3.

KnroueBbie cJi0Ba: 371€eKTPOHHBIE CUTAPEThl, HUKOTUH, EVALI, moBpexneHue Jerkux, THEBMOHUS, AbIXaTeJIbHAsT HEMOCTATOUHOCTb.
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DTHyeckas IKcnepTusa. [laHHOE KMcCIeIoBaHUE TTPOBOIWIOCH B COOTBETCTBUM C MPUHIIMTIAMU XeJTbCUHKCKOM IeKmapanuu BeeMupHoi Menn-
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E-cigarette or vaping use-associated lung injury
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Abstract

Over the past decade, the rapid growth in popularity of electronic nicotine delivery systems has led to an increase in lung injury cases and a new
condition known as e-cigarette or vaping use-associated lung injury (EVALI). The aim of this study was to present the first case of e-cigarette-
associated lung injury reported in a hospital setting. Results. A young patient was admitted to the hospital on an emergency basis with severe
respiratory complaints. Initial radiographic findings were normal. Over the course of one year, the patient developed progressive respiratory failure,
leading to widespread pneumofibrosis, which ultimately resulted in death. Conclusion. Based on the identified combination of emphysema,
pulmonary fibrosis, and histologically confirmed alveolitis, along with a history of e-cigarette smoking, a diagnosis of toxic acute lung injury (EVALI
syndrome) with a histological pattern of diffuse alveolar damage, resulting in pulmonary fibrosis, was verified.

Key words: e-cigarettes, nicotine, EVALI, lung injury, pneumonia, respiratory failure.
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Tosansiesa JI.B. u dp. TloBpexneHue Jerkrx, aCCOLMUPOBAHHOE C KyPeHUEM JIEKTPOHHBIX CUTapeT

B nocnenHee necsituieTe B CUITy CTPEMUTEIBLHOIO POCTa
TTOITYJIIPHOCTH 3JICKTPOHHBIX CUCTEM TOCTAaBKI HUKOTH -
Ha, 0COOEHHO Cpear MOJIOAEKU, C(DOPMUPOBAIach HOBasl,
cepbe3Hast MeIMKO-coluaabHas rmpoonaema [1]. [MTangemus
BEUIUHTIa, MO3UIIMOHUPYeMasl KaK «b0e30IacHas aibTep-
HaTUBa» TPAAULIMOHHOMY TabaKOKypeHuIo, 00epHYyIach
HOBOI1 YIp030i1 pecrTupaTopHOMY 300pOBBIO [2]. SIpKum
MOATBEPKIAECHUEM 3TOMY cTasia perncrpauus B 2019—
2020 rr. HOBOTO MATOJIOTUYECKOTO COCTOSTHUS, TTOJIY-
YUBIIETO HAMMEHOBAHUE «ITOBPEXKICHUE JIETKUX, CBSI-
3aHHOE C MCITOJIb30BaHUEM 3JIEKTPOHHBIX curapet (DC)
unu BevinuHra» (E-cigarette or Vaping use-Associated Lung
Injury — EVALI) [3]. K nHauany 2020 r. B CIIIA 3aperu-
crpupoBaHo > 2 800 ciayyaeB rocnuTainu3aluu ¢ 3TUM
JIUArHO30M, 68 13 KOTOPbIX 3aKOHYMJIUCH JIETAJIbHBIM MC-
XOIIOM, TIPY 3TOM YOeIUTEIbHO T0Ka3aHa peaabHas orac-
HOCTb 3TOI HOBOI Ho30Jioruu [4, 5]. CorjlacHO JaHHBIM
LleHTpa Mo KOHTPOJIIO U MpodUIaKTUKe 3a00eBaHU
CLIA (Centers for Disease Control and Prevention — CDC),
rnojasJisiiolee 60JbIIMHCTBO (82 %) roCnuTaIn3upo-
BaHHbIX naueHToB ¢ EVALI ucnonb30Banu XKUakocTu,
conepxkaiue terparuapokaHHadbunon (TI'K), onHako
rnpuMepHoO y 14 % nauueHToB 3a00/1eBaHuE ObUIO CBSI3aHO
C KypeHHEeM MCKITIOUMTETbHO HUKOTUHCOIEPXKAIINX TTPO-
JIYKTOB, UTO MOAYEPKUBACT MOTEHIUAIBHYIO OMTACHOCTh
BCeX BUIOB BeinuHra [6—8].

EVALI He nmeeT maTOrTHOMOHUYHBIX CUMITTOMOB WJIU
cnenuUIeCKNX MapKepoB, a eTo KIIMHUYecKas U Jy-
yeBasi KapTUHA MOXKET UMUTUPOBATh IMPOKUI CIIEKTP
pa3auyYHbIX maTojoruit jerkux [8, 9]. ¥ mauueHToB
Yalme BCEro HaOomaeTcsl pecrrupaTopHasi CUMIITOMA-
ThKa (Kaueiab, 00Jb B IPyaU, HApacTalOIasi OABIIIKA)
B COUYETAaHUU C TAKMMMU MPOSIBJICHUSIMU, KaK JIMXOpaaKa,
cJ1ab0CTh, KEJIyIOUHO-KHUIIIEUHBIE PACCTPOMCTBA, YTO
co3naeT o0MUpPHBIN nuddepeHInaaIbHO-IUarHOCTHU -
yeckuit psan [10, 11].

Oco0y10 CI0XHOCTh MPEACTAaBISET TOT (PaKT, UTO CO-
CTaB XXUJIKOCTEW IJIs BeWMUHIra KpaifHe HEOTHOPOIEH,
a TIaTOTeHe3 TTOBPEXKICHMS JIETKNX MOXET OBITh CBSI3aH
C TOKCMYECKUM BO3ICHCTBUEM MACISTHBIX KOMITOHEHTOB
ad’pO30JIs1 U 1IeJIOTO Psilia BELIECTB, BXOASIIUX B COCTaB
9C, — auerar ButamuHa E, TT'K, HuKoTnH, apomaTtusa-
TOPBI, YTO OOYCITOBIMBACT IMMOJTUMOPGU3M KITMHUICCKUX
nposBieHnii. B Hacrosiee Bpemst B Poccniickoit Pe-
Jiepaliiu onucaHbl enuHUYHbIe caydyan EVALI [12, 13].

B pamkax naHHoOl paboOThI MpeaCcTaBIeHO OMKUCaHue
KJIMHUYECKOTO HAOJIIOMEeHUS 3a TTAIIMEHTOM C TTOBpEXKIe-
HUEM JIETKUX, aCCOLIMMPOBAHHBIM ¢ KypeHuem DC.

Knunnyeckoe HabnrogeHue

[Manuent K. 2001 roma poxneHust (24 roma) 10CTaBJIeH B 9KC-
TPEHHOM MOPSIIKE B MyJIbMOHOJIOTHYECKOe oTaeaeHue ['ocy-
JMAPCTBEHHOTO OIOIKETHOTO YUPEKICHUS 3[1PAaBOOXPAHCHUS
Camapckoii obactu «Camapckasi roponackas 6oabHAIa No 4»
¢ xayobaMu Ha OJBIIIKY B TIOKOE, YYBCTBO HEXBATKU BO3/IyXa,
BBIPAXXEHHYIO OOIIIYI0 C1a00CTh, MAJIOTIPOAYKTUBHBIN Kallleb,
6011 B 00J1aCTH TPYIHOTO OT/Ie)a MO3BOHOUHMKA 6e3 nppaaua-
LMY, YCUJTMBAKOLIMECS TTPU Kalllle U TIIYOOKOM BIOXE.
[ManyeHT B TeUeHUE roja YyBCTBOBAJ MU (hU3MIECKOM Ha-
IPy3Ke OMBIIIKY, TIEPUOIUIECKH Kallle]ib ¢ MOKPOTOI 6e10r0o
LIBETa, 32 MEAULIMHCKOM MOMOILBIO HEe O0paliaics, JedeHue

He TIOJTy4Jasl, COCTOSTHHE TIOCTENIEHHO yXYIIIIaJoCch: HapacTaia
€1a00CThb, OBIIIKA ObLIa HE TOJIBKO MPU (PU3MUECKOI HATPY3KE,
HO ¥ B TIOKO€, KallleJIb CTaJl CUJIbHBIM U MaJIOTIPOTyKTUBHBIM.

U3 anamnesa. C 19 net 1o HacTosSIIETO BpeMeHU paboTaeT
KQJIbSHILUKOM (CTax 5 JIET), BeAeT MTOMOIBUXKHbBIN 00pa3 Ku3-
HU, CTpajaeT U30LITOYHOI Maccoit Tena. Kyputh Havai ¢ 15 jer,
B TeUeHUe 7 JIET Kypuj OObIYHBIE curapeThl 1o 0,5 1ayku B JIeHb,
3 rona Hazan Havyasl Kyputh DC 1 epuoanIecK KajlbssH. YIIOT-
pebiieHne aTKoroJist U HapKOTUIECKUX BEIIeCTB OTPUIIAET.

Ilpu nocmynaenuu: obliee COCTOSTHUE TSKEJI0€, KOXHbIE
TTOKPOBBI U BUIWMBIE CITU3UCTHIE OJIeMHBIE, YUCThIC, TSIXKECTh
OJNIBIIIIKY TIO TITKaJie MOIU(UIIMPOBAHHOTO OTIpOCHUKA bpu-
TAHCKOTO MEIUIIMHCKOTO MCCIIeOBATEILCKOTO coBeTa (modified
Medical Research Council dyspnea scale — mMRC) — 4 6anna.

AHTpOTIOMETpUYECKUe TaHHbIe: pocT — 187 cM, Macca Tena —
120 xr. Mnpexc maccer Tena (MMT) — 34,3 kr / M? (oxkupe-
Hue | crenenu mo kiaccudukanuu BeceMupHoit opraHu3aum
3npaBooxpaHeHus). [lepudepudeckue TuMdaTUIECKUE Y3ITbI
He yBeJMUeHBI. B Jlerkux apixanve ocabjieHHOe, BE3UKYIISIPHOE,
XPUTIBI HE BBICTYIIUBAIOTCS. YacToTa qbIXaTeIbHBIX JTBUKE-
Huii (YOT) — 25—26 B MuHyTy. CaTypaiiyst KpOBU KMCIOPOIOM
(SpO,) — 86 %, Ha MHTrANAUMY YBIAXHEHHBIM KMCJIOPOIOM —
95 %. Co CTOPOHBI CEPAEYHO-COCYIUCTON CUCTEMBI: TOHBI
cep/Ia MPUTITYIIeHBI, PUTM TTPaBWIBHBIN, 9aCTOTA CEPIETHBIX
cokpateHuit (YCC) — 120 B MuHyTY. ApTepuaibHOe JaBIeHUe
cHkeHo — 80 / 60 mu pt. cT. ZKUBOT MSITKUiA, 6¢360/1€3HEHHBII
pu Nasbanuy. Modenciyckanue He HapylreHo. OTMevaeTrcst
ITacTO3HOCTD B 00JIACTH TOJICHEH.

Ha o630pHoit peHTreHOoTpachryt OpraHoOB IPYAHON KIETKU
MPU TIOCTYIJICHUU OTMEUYeHO YCHJIEHUE JIETOYHOTO PUCYHKaA
3a CUET MHTEPCTULIMATLHOTO KOMITOHEHTA; YTOJIIIeHNE CTEHOK
OGPOHXOB; IPU3HAKN HAPYILIEHUST OPOHXMATHHOMN ITPOXOINMOCTHI
B BUIIE TIOBBIIIEHUS TIPO3PAYHOCTH JIETOYHOI TKaHW. JlaHHBIe
MMPU3HAKK PaclieHeHbl KaK KOCBEHHOE PEHTTEHOJIOTUIECKOe
TTOTBEPKIEHNE TTOPAaXKEHUST MEJTKMX TBIXaTeIbHBIX ITyTeH, 4TO
KOPPEIUPOBAJIO C KIIMHUYECKON KapTUHOI OPOHXOOOCTPYKTHB-
HoOTro cuHiIpoMa (puc. 1).

C y4eToM TSKECTH COCTOSTHUS ITAllMEeHT TOCTIMTATN3NPOBaH
B OTJICJICHVE peaHNMAaIINK M MTHTEHCUBHOM Teparuu, Ha3HaueHa
MTOCTOSTHHAS ToJavya KUCIopoaa Yepe3 KUCIOPOIHYI0 MacKy
(o6vem nogauu — 15—20 1 B MuHyTY). C yueToM HapacTalolei

cnant

Puc. 1. PeHTreHorpaMma opraHoB IpyIHOI KJI€TKU MPU MOCTYIICHUU:
YCUJIEHHE JIETOYHOTO PUCYHKA, TIPU3HAKU IBYCTOPOHHETO GPOHXUO-
JIiTa

Figure 1. Chest X-ray on admission: increased lung pattern, signs of
bilateral bronchiolitis
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3ameTku u3 npaktukm « Clinical cases

nbIxareabHol HegoctatouHocTH (I H), Hanmnuus neKoMmneHcu-
pOBaHHOTO pecrnipaTopHoro aiuno3a (pH — 7,17; napuuanbHoe
NaBJICHUE YIJIEKUCIIOTO Ta3a — 67 MM PT. CT.), TeMOIMHAMUYE-
CKO¥1 HEeCTaOWJIBHOCTU U BBICOKOTO PUCKA MCTOIICHUS ITbIXa-
TEJTLHON MYCKYJIAaTyphl, TTALIMEHT TiepeBelleH Ha MHBAa3UBHYIO
BEHTWISIIIUIO JIETKUX B PEXXMMe CUHXPOHU3UPOBAHHOM Tiepe-
MeXalolleicss TpUHYyIUTeNbHOUM BeHTusIuu (Synchronized
Intermittent Mandatory Ventilation — SIMV) ¢ monnepXKoii 1aB-
nieraueM (Pressure Support — PS).
Ilapamempeor:
* wuHcnupaTtopHoe nasieHue (P, ) — 12 cM Boz. CT.;

insp

* ¢dpakKimoHHass KOHIEHTPAKs KUCIOPOIa BO BIbIXaeMO
razosoit cmecu (FiO,) — 70 % (o6ycnoBieHa TSKECTbIO I~
TIOKCEeMUU M HEOOXOIMMOCTBIO TTOIIePXKAHUS aleKBAaTHOM
okcureHaruu Ha (poxe 1 dy3HOTO aTbBEOJIIPHOTO TTOBpPe-
xnenust — JAIT);

Mokasatenu
TleitkouuThI
NumdpouuTsl, %
Hewtpochunbl, %
MoHouutbl, %
TumdpouuTel, abe.
MoHouuTel, abc.
Hewttpochunel, abe.
CKopoCTb 0cefaHNsi 3PUTPOLIUTOB, MM / 4
MpokanbLUWTOHWH, Hr [ MA
C-peaKTuBHbII Genok, Mr / n
NakrataerupporeHasa, eq. / n
D-aumep, Hr / mn
O6wwui 6enok, r/ n
AllT,eq./n
ACT,en./n
Kpeatunun, Mkmonb / n
MovyeBuHa, Mkmonb / n
Bunupy6uH, mkmons / n
Inioko3a, mkmons / n

IMpumeyanme: ANT - anaHuHamuHoTpaHcdepasa; ACT - acnapTatamuHoTpaHchepasa.

Mokasatens
pH
PCO,, Mm pr. cT.
PO,, Mm pr. cT.
Hatpuit, mmonk / n

Kanwui, mmonb / n

*  TIOJIOXWTEIbHOE IaBlieHNe KOHIa Bbinoxa (Positive End- Ex-
piratory Pressure — PEEP) — 8 cM BogI. CT.;

* YIJ — 18 B MUHYTY;

*  COOTHOIIIEHVE UHCTIMPATOPHOTO U SKCITUPATOPHOTO MHTEP-

BasoB (I : E) —1:2.

Ha ¢one pecriupatopHoii OIIEPKKY TOCTUTHYTA TIeieBast
SpO, — 98 %.

[To pe3ynbTataM 1a00paTOPHBIX UCCIENOBAHUI TTOKA3aHbBI
BbIpa>K€HHbIE BOCHAJIMTENIbHbIE U3MEHEHUST B KpoBU (Tad. 1),
B Ta30BOM COCTaBe — SIBJIEHUST PECTIMPATOPHOTO aluno3a (Tadit. 2).

AHTHUTENa U aHTUTEH p24 K BUPYCYy UMMYHOIeDUITUTA Ye-
JIoBeka TUTIOB | 1 2 He BBIsABIeHBI. [1pu nccienoBaHuM Ma3-
Ka M3 HOCOTJIOTKU METOIOM ITOJIMMEPa3HO IeTTHOM peakIuu
K SARS-CoV-2 u Bupyc rpurima He 00HapyKEeHBI.

[Mpu crabunusanuu Ha 2-e CYTKUA COCTOSTHUSI TIpOBeIeHa
komrblotepHasi Tomorpadust (KT) opraHoB rpynHoOi KJIETKA

Tabauua 1
Tlokazameau anaauza kposu npu nocmynieHuu
Table 1
Blood tests on admission
3HaveHune PedhepeHcHble 3HaYeHus
224x10°/n 4-11x10°/n
8,9 19-37
83,9 40-75
6,7 311
1,99 1,0-4,8x10°/ n
1,49 0,04-0,7 x10°/ n
18,83 1,5-7,5%10°/ n
40 <15
0,23 <0,05-0,07
40,39 <5
354 125-220
1772,56 <500
74 65-85
26 <41
i <41
85 62-115
5,0 2,5-8,3
79 3,4-20,5
5,4 3,3-55
Tabauua 2
Tazoevuii cocmas apmepuaavhoil Kpoeu npu cocnumaiuzayuu
Table 2
Arterial blood gas composition during hospitalization
3HayeHne PechepeHcHble 3HaueHUs
717 7,35-7,45
67 35-45
69 80-100
154 136-145
45 3,5-5,1

Mpumeyatme: PCO, - napuvanbHoe Aasrietye yrmexvcrioro rasa; PO, - napuyarnbHoe AaBrenve K1Cropoga.
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Tlogansiesa JI. B. u dp. TloBpexneHue JerkKux, aCCOLIMMPOBAHHOE C KYPEHUEM JIEKTPOHHBIX CUTApET

C BHYTPMBEHHBIM OOJIIOCHBIM KOHTPACTUPOBAHUEM C IOTEKCO-
JioM. Busyanmsupyiorcst oOIIMpHbIe TBYCTOPOHHUE, HEYETKO
OYepUYeHHBIE OYary IO TUTTY «MaTOBOTO CTEKJIa», BBISIBJICHBI
cyOcerMeHTapHbIe aTeJieKTa3bl B CPeTHEN oJie TIPaBOTO JIETKOTO
(puc. 2).

C uenbio BepuduKauy 1MarHo3a, UCKITIOYeHUsT NHPEeK-
IIMOHHOTO TIPOIIECCa W OIEHKU IUTOJOTUIECKOTO COCTaBa
OPOHXOATBLBEOJISIPHOTO JIaBaXa, a TAKXKe TSI CAHALIMK TPaxeo-
OpOHXMATBHOTO NiepeBa Ha (JoHE TTPOIIEHHON NCKYCCTBEHHOM
BeHTUsILMU Jierkux (M BJI) BbinoaHeHa ¢pruOpoOpoHXOCKOIUS,
10 JAaHHBIM KOTOPOI BBISIBIIEHBI TIPU3HAKU TUDGY3HOTO SH-
MOOPOHXUTA 2-1 CTENEHU C BBIPAXKEHHBIM OTEKOM CIIM3UCTOM
TPaxeoOPOHXUAIBHOTO JepeBa.

[To pe3ynbTaram yabTpa3ByKOBOTO UCCIEIOBAHUSI OPTaHOB
OPIOIITHO TTOJIOCTY MAaTOJIOTUY HE BBISIBJICHO.

[Mo manHbIM aX0Kapaorpad Uy BhISIBICHA AVJIATALIVS TTpa-
Boro xenynouka (I12K), moBblilieHHE JETOYHOTO COCYAUCTOIO
COTIPOTUBIIEHUSI, TIOBBIIIIEHNE CUCTOIMYECKOTO IABJIEHUS B Jie-
TOYHOI apTepun, ipusHaku nieperpy3ku [12K naBnennem. Hop-
MaJjibHasl reoMeTpus JieBoro kemynouka (JI2K). Cucronmueckas
dbyskims JK — 58 %. Inactonnyeckast IUcHyHKIUS He BbIsIB-

neHa. Hapymmenwst tokanmbHOM cokpatumocTu JIZK He BBISIBICHBI.
Cucronnueckoe naBieHue B JIETOYHON apTepun — 52 MM. PT. CT.

[To nanHBIM 37eKTpOKapANOTpadUN PETUCTPUPYETCS CUHY -
coBbIii putM, Taxucuctonusi, HCC — 94 B MUHYTY, OTKJIIOHEHUE
3JIEKTPUYECKOI OCH cepiilia BIIPaBO, YBEIUICHUE aMILTUTY/IbI
u 3aoctpeHue 3yoia P Bo 11, 111 u aVF-oTBeneHusix, 4to CBUIE-
TEJIbCTBYET O TUTIEPTPOGMUN TIPABOTO TPEACEPIHS.

Mukpockonus MoKkpomsi: KOHCUCTEHIIUSI BS3Kasl, IIBET Ce-
PpOBaThIii, TeHKOIUTHI — 10—20 B TI0JIe 3peHUsI, STTUTEIIHI TIJI0-
CKUIl — eMMHIYHBIE KJIETKI; KUCIIOTOYCTOMYNBBIE MUKOOAKTE -
pyu He OOHAPYKEHBI.

KoHcynbTrpoBaH B cTalimoHape peBMaTOJIOTOM, TIO TaH-
HBIM 00CIIeIOBAaHMS MAHHBIX 32 ayTOUMMYHHYIO TTaTOJIOTUIO
He BBISIBJICHO.

VuuThIBas MHTEPCTUITUATIbHBIE TTOpaskeHUs 1o aHHbIM KT,
MaIMeHTy Ha3HAUYEeHBbI CUCTEMHBIE TITIOKOKOPTUKOCTEPOUIBI
(cI'KC): mrynbc-Tepanust METWIITIIPETHU30JIOHOM B 103¢ 500 Mr
B CYTKM BHYTPUBEHHO KarleJIbHO B TeUeHue 3 MHeil ¢ mocie-
IYIOITUM TIePEeXOIOM Ha TIepOpPaTbHBIN TTpUeM TIPeTHN30I0Ha
13 pacyeTa | MT / KT B CYTKU C ITOCTETIEHHBIM CHIDKEHUEM JTO3BI;
OpoHXoauIaTallMOHHAas Teparnus (urparpornust opomun + ¢e-

Puc. 2. KommbloTepHasi ToMorpaMMa JIeTKUX (IPU MOCTYIUIGHWM): TBYCTOPOHHUE YYAaCTKU allbBEOJISIPHO-MHTEPCTUIIMATBHBIX M3MEHEHMIA
B 000UX JIETKUX: A — akCUaJbHbIE CPe3bl HA YPOBHE BEPXHUX OTIAEJIOB JIETKUX; B — akcuaibHble cpe3bl Ha ypOBHE CpenHUX OTaea0B jerkux; C, D
— caruTTaJIbHasT IPOCKIIUST

Figure 2. Chest computed tomography (on admission): bilateral areas of alveolar-interstitial changes in both lungs. A — axial sections at the level of
the upper lungs; B — axial sections at the level of the middle lungs; C, D — sagittal view
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Hotepon 0,25 mr + 0,5 MT / MJT Yepe3 MHTaIATOp-CIielcep, Tpu-
KPEIUJICHHBIA K MHTY0AlIMOHHOM TPpYOKe, Kax/ble 6 u), Hayara
SMIUpUYECKast aHTUOaKTepuaibHas Teparnus: HedTpUakCcoH
2,0t 1 pa3 B cytku + azurpomutinH 500 Mr 1 pa3 B CyTKu st
TIOKPHITUST TUTMIHBIX (Streptococcus pneumoniae, Haemophilus
influenzae) v atunuHbIxX (Mycoplasma pneumoniae) Bo30yIu-
TeJIeH.

Ha ¢one nmpoBomumoro jedeHnst oTMeueHa TOJTOXKUTeTbHAST
IVUHAMUKa, XapakTepuzyeMmas HopMaJau3aluuen rnmokasareyiei
Ta30BOTO COCTaBa KPOBU M BOCCTAHOBJIEHNEM (DYHKITUM JbIXa-
TeJIbHOI MycKynaTypbl. Ha 7-e cyTku Tepanuu pecripaTopHast
TO/IePKKa TMTOTAITHO TIPpeKpallleHa: MallueHT 9KCTyOupoBaH
¥ TiepeBe/ieH Ha HEMHBA3UBHYIO 1TOIavy YBJIAXKHEHHOTO KUCIIO-
pofa ¢ UCTIOTb30BaHNEM HOCOBBIX KaHIONb (ammapat bobposa)
IUTSL TTOMIEpKaHUsT anekBaTHOM okcureHarmu. K 20-m cytkam
TOCTIUTAIN3AIIUY JOCTUTHYTA CTAOMIN3Aa1INs Ta3000MeHa, Ky -
POBaH CUHAPOM CUCTEMHOTO BOCTIAJICHUST, TIAIIMEHT TiepeBe/ieH
B OOIIIYIO ITAJTaTy C IPOIOJIKEHNEM PeCITUPATOPHON TTOMIEPKKI
B BUJIC MTOCTOSIHHO# HU3KOMOTOYHOM OKCUTEHOTEPAITUN C UC-
TIOJTH30BAHUEM YBIIAXKHSIONIEH CUCTEMBI.

[To pesynbratam obciaenoBaHus (PYHKIUKM BHEIIHETO IbIXa-
HMsI ¢ OPOHXOIMIATALIMOHHBIM TECTOM BBISIBJIEHBI BRIPaXKEHHBIC
HapyILIEeHUsT TIPOXOIUMOCTH JIbIXaTeJIbHBIX MTyTeil; CMEIIaHHbIC
HapyleHus1 GYHKIIMK TbIXaHUST:

* (opcupoBaHHas KU3HEHHAasT eMKOCTb JieTkux (DPXKEJT) —
34,6—35,2 %;

*  Xu3HeHHas eMKocTb Jerkux (KEJT) — 32 %;

* 00beM (hopcupoBaHHOTO BbITOXa 3a 1-10 cexyHay (OPB,) —
13,7—-14,6 %;

* O®B,/ DXEJ —41,2—44 %.

IIpo6a ¢ canpbyramonom 400 MKT — OTpULIaTeTbHAS.

Jnsg BepuduKammuy auar{osa Ha 24-¢ CyTKM OT MOMEHTa
TOCTIMTAIN3AIIAN TTIAIIUEHT TIepeBeNleH B OT/eIEHe TOpaKallb-
HOM Xupypruu deaepaabHOro LEHTPA, Ie C TMarHOCTUYECKON

LI€JThIO BBITTOJIHEHA BUIE0ACCUCTUPOBAHHASI TOPAKOCKOITMYE-
ckas (BATC) 6uorncust nerkoro. JIoCTyIT OCYIIeCTBIICH B TIPaByO

3ametku u3 npaktuku « Clinical cases

TJIeBPAIbHYIO TIOJIOCTh, MHTPAOTIEPAIlMOHHO BHITIOTHEHA Kpae-
Bast pe3eKIIrs HarboJsiee U3MEHEHHOTO yJacTKa JITOYHON TKaH!
B mpenenax S2 cerMeHTa MpaBoTo JIETKOTO C MCTIOIb30BaHUEM
SHIOCKOMTMIECKOTO CIIIMBAIOIIETO arapaTa, 4To 00ecTieunio
aZeKBaTHBIN 00beM MaTepuaia Iy TaTOMOPdOIOTUIECKOTO
WCCIIeIOBAHUSI.

Pe3yavmamul eucmonoeuuecko2o u 6aKmepuos02u1ecKo2o uc-
c1e008aHuUs:

* JIeTOYHas TKaHb C yYacTKaMW UPPETYISIPHOU IMpU3eMbl
(MekaTbBEOJISIPHBIE TIEPETOPOIKU NCTOHIYEHBI, CKIIEPO3UPO-
BaHBI, a 3aMbIKATeIbHBIE TTIACTUHKA — OYJIIE3HBI) U TTHEB-
Mohubdpo3a;

* CTEHKU COCYIOB yTOJIIIEHBI ¥ CKJIIEPO3UPOBAHEI;

* CTEHKU OPOHXOB C TIEPUOPOHXUATHLHBIM CKJIEPO30M U OT-
JIOXXEHUEM YTOJIbHOTO MTUTMEHTA, B IIPOCBETE CIN3b, MaK-
podaru;

* Ha OTHENIbHBIX YUACTKaX B TPOCBETE aJIbBEOJ — MEJIKOOYa-
TOBBbIE KPOBOUBTUSTHUS, TUMQOIINTHI, TUIA3MOLIUTHI.
[TireBpa ¢ oyaroBeIM (UOGPO30M, BBICTIIAHA OTHOCIOMHBIM

TJIOCKUM BITUTeNeM. 3akaiovenue: TKaHb JIETKOTO C UPpPeTy-

JIIPHOM 3M(pU3eMOIi B COUeTaHUHU ¢ TTHEBMO(GUOpo3oM (puc. 3).
[To pe3ynbratam o6cnenoBaHusT cHOPMYINPOBAH KAUHUYE-
cKull duaeHo3. OCTpoe TOKCHUecKoe rmopaxkeHue jgerkux (EVALI-

CUHAPOM) C TUcTojiornuyeckum rarrepHoM JAIl, ucxon B mHeB-

Mou6po3. BATC cmpasa, pesekius S2. Octpast JH. UBJI,

aKcrybarus. Xponunueckast JIH rurmokcemuueckas 111 crenenu.
[Mocne kynupoBaHUs OCTPOit (hasbl 3a00IeBaHUS U JOCTUXKE-

HUSI OTHOCUTENTLHOM CTAOMIM3AIINK COCTOSTHUSI TIAITUEHT BBITTU-

CcaH ITol HabJTIoIeHNE YIACTKOBOTO TepareBTa U MyJIbMOHOJIOTA.

YuuteiBas coxpanstonnytocs JIH (omprika mpyr MUHUMAaTbHOM
dusmyeckoil Harpy3ke), Ha aMOyJIATOPHOM 3Tare peKOMeH-
OBaHA JUTUTENIbHAST KUCTIOPOIOTEPATTUST Yepe3 KUCIOPOIHBIN

KOHIIEHTpaTop (TIOTOK — 5 J1 B MUHYTY). [lokazaHueM K okcure-

HOTEepaIuu siBJisiach XxpoHudeckas rurokcemust (Sp0O2 < 90 %

B ITOKoe v 1ipu Harpyske Ha ¢one IH 11111 crerenn), uto

COOTBETCTBYET KpUTepusiM BceMupHOIT opraHu3amnuu 31paBo-

Puc. 3. A — Mukpornpenapar JIerouHoil TKaHU ¢ OKPacCKOl reMaTOKCUJIMH-303MHOM. YBenuueHue X 200 (oobekTuB — X 20, okyjsip — X 10).
CTeHKH COCYIOB yTOJIILEHBI U CKIEPO3UPOBAHBI, CTEHKU OGPOHXOB C MEPUOPOHXUATLHBIM CKIEPO30M U OTJIOXKEHHEM YTOJbHOIO HAKOILIEHMS
B — MuKporpenapar JeroyHoi TKaH! ¢ OKPacKoil reMaTOKCHJIMH-303uHOM. YBenumueHue X 100 (oobekTuB — X 10, okynsip — X 10). JlerouHast
TKaHb C y4aCTKAMU UPPETYISIPHON dM(bU3EMBI K YYACTKAaMK IMTHEBMOGUOPO3a, MUTMEHTA, B IPOCBETE — CIN3b, MaKpodarn

Figure 3. A, a microscopic preparation of lung tissue stained with hematoxylin and eosin. Magnification X 200 (objective — X 20, eyepiece — X 10).
The vessel walls are thickened and sclerotic, the bronchial walls feature peribronchial sclerosis and coal deposition; B, a microscopic preparation of
lung tissue stained with hematoxylin and eosin. Magnification X 100 (objective — X 10, eyepiece — X 10). Lung tissue with areas of irregular emphy-
sema and areas of pneumofibrosis, pigment, mucus and macrophages in the lumen
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Tlogansiesa JI. B. u dp. TloBpexneHue JerkKux, aCCOLIMMPOBAHHOE C KYPEHUEM JIEKTPOHHBIX CUTApET

OXpaHEHWS 11 HA3HAYEHUS ITUTEIbHOU KUCIOPOAOTEPATIUM.
[Mponomxena repanus cI'KC: npenHusosnon B no3e 30 Mr B CyTKu
MEePOPAIBHO € MOCIECAYIOUIAM MEIJIEHHBIM CHUXEHUEM TTOM
KOHTPOJIEM KJIMHUKO-PEHTTEHOJIOTUYECKOU TUHAMUKU 15
MPeOTBPAIIeHUs] PEIUINBA aJTbBEOJUTA U TIPOTPECCUPOBa-
Hus Gudpo3a. bpoHxonunatauMoHHas Tepanus (UpaTponus
Opomua + GHEeHOTEepOJ) COXPAHSIACH C LEbI0 MOAIEPKAHUSI
TTPOXOANMOCTHU JBIXaTEIbHBIX IyTEW 1 YMEHBIIEHUsT OPOHXO-
00CTPYKTUBHOTO KOMTIOHEHTA.

[MarmmeHnTy odopmiieHa UHBATUIHOCTD | TPyMITBI, TPyIO-
BYIO JCSTENIBbHOCTD MpeKpaTil. HecMoTpsl Ha HAaCTOSITeIbHbIE
PEKOMEHIAIINY TTOJTHOCTHIO OTKA3aThCsl OT KYpeHUsI, TTallUeHT
3MU30INYECKH (C MAJIOI YaCTOTOI) MPOJOJIKAT UCTIOIb30BAHUE
BC, 9TO MOTJIO CITOCOOCTBOBATH NAILHEUIIIEMY TIOBPEXICHUIO
JIETOYHOW TKaHU.

Yepes 2 mec. mociie 3aBeplIeHUsT CTAIlMOHAPHOTO Jiede-
HUSI COCTOSIHHE BHOBb CTaJIO YXYILIATHCS: OJBIIIKA HapacTaia,
SpO, cHuxanack 10 85—87 % Ha (poHEe OKCUTEHOTEPATIUU, UTO
SIBUWJIOCH TTOKA3aHUEM [UISl SKCTPEHHOU rocniutanusanuu. [Ipu
MOCTYIJICHUU B MYJIbMOHOJIOTMYECKOE OTIEJIEHUE AMArHOCTUPO-
BaHo nporpeccupoBanue A H. [To nanueiM KT OT'K otmeyeHo
MPOTrpeccupoBaHUE MATOJOTMIECKOTO TIpoliecca: TOTIOTHU -
TEJIbHO MOSBWJIKCH OYaru KOHCOJUAAIMU B TIPABOM JIETKOM,
B S2 cermeHTe — Mesikue nojoctu 10 X 7 mMm. B HuxHeit nose
JIEBOTO JIETKOTO OTMEUEHbI HEOOJIbIIIME OYaru YIJIOTHEHUS 10

TUITY «MaTOBOTO CTeKJIa». CTEHKU OPOHXOB yTOJILEHBI, B ITPOC-
BETE HEKOTOPBIX OMPEIEIISIETCS C/IU3b. B HYDKHUX I0JISIX C IBYX
CTOPOH TMPOCBET OPOHXOB paciuupeH, 10 HMIMHAPUYECKUX
O6poHX03KTa30B (2—3-i1 crereHu o naHHbM KT) (puc. 4). Ot-
MEUYEHO HECOOTBETCTBUE KIMHUYECKOW U PEHTI€HOJIOTMYECKOM
kapTuHbl: 110 1aHHbIM KT He BUIHO MaCCUBHBIX U BBIPAXKEHHBIX
U3MEHEHU I MapeHXUMBbI JIETKOTO, T. €. BUIUMbIE U3MEHEHUS HA
KT 3ameTHO oTcTaBanu ot BeipaxkeHHocTu JJH.

Ha done nponomkaronierocs jieueHus y naMeHTa oTMe-
yajock AajibHelillee nmporpeccuposanue J1H, 6e3 npuszHakos
nHOEKIMOHHOTrO npolecca (ypoBeHb C-peakTUBHOTO Oejika —
3,1 mr / 1, npokansiutonnna — 0,12 Hr / mur). U3MeHeHUSs
B JIETKMX PaCUEHEHbI KaK MPU3HAKU MPOIOJIKAIOLIETOCs PEMO-
NIeJIMPOBAHUS JIETOYHOU MapeHXUMBI.

[ToBTOpHAas rocriutanu3aus npommiack 34 nHs. [1pu mmo-
CTyIuIeHUU ypoBeHb SpO:2 Ha (POHE OKCUTEeHOTEpanuu Yyepe3 Ho-
COBBIE KaH0JI1 cocTaBisit 85—87 %, 4TO COOTBETCTBOBAJIO IPO-
rpeccupoBanuto IH. HecMoTps Ha mpoBOAMMYIO KOMILIEKCHYIO
Teparnuio, BKIIOYABIIYIO peclupaTopHyo noauepxky, cI'KC
1 OpOHXOIMJIATATOPHI, y TALIUEHTA MPOIOJIKAIOCh HEYKJIOHHOE
HapacTaHue ONBIIIKU, PE3UCTEHTHON K MPOBOAUMOMY Jieye-
HU10. JIeTambHBIN ncxon HacTynuI Ha 134-e CyTKu OT MOMEHTa
MEePBUYHON rocnutanu3aunu. HemocpeacTBeHHON MPUYMHOM
cMepTu sgBWIachk nporpeccupytoinas JAH, odbyciosieHHas To-
TaJbHbIM (HDUOPO3UPOBAHUEM JIETOYHOI MTAPEHXUMBI.

Puc. 4. KoMmribloTepHasi ToMOrpaMMa JIerkux (depes3 2 Mec. Mocjie roCruTaJn3alrm): oyaru KOHcouaauu B mpaBom Jjierkom (B—D), B S2 cer-
MeHTe — MeJikue rosioctu 10 X 7 MM (A, B), HUXKHE 1071€ JIeBOTO JIEFKOTO — HeOOJIbIIIME OYaru YIJIOTHEHUS 110 TUITY «MaToBoro cTekia» (B—D).
CTeHKM OPOHXOB YTOJILIEHBI, B IPOCBETEe HEKOTOPBIX OMpeesisieTcsl Ca13b. B HUXHMX 10JISIX C ABYX CTOPOH MPOCBET OPOHXOB pacllvpeH

Figure 4. Follow-up chest CT scan performed 2 months later, showing foci of consolidation in the right lung (B — D); small cavities (10 X 7 mm) in
segment S2 (A, B), there are small areas of ground-glass opacity in the left lower lobe (B — D). Bronchial walls are thickened, with mucus visible in
the lumen of some bronchi. Bronchial dilation is present in the lower lobes bilaterally
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3ametku u3 npaktuku « Clinical cases

[Tpu natomopdosornyeckoM uccaeaoBaHuU (ayTONCUN)
KJIMHUYECKHUI AUarHo3 ObUT oaTBep:kaeH. ['ncToornueckas
KapTtuHa cootBeTcTBOBana JIAIl B pubpo3Hoit cTaguu, 4TO
XapaKTepHO JJIsS 3aBepIlAaoIIero 3Tara opraHu3alu 9KCCy-
NaTUBHO-MpPOaUGbepaTUBHOTO Mpoliecca Npu TOKCUYECKOM
ajbBeosuTe. MUKPOCKOITMYECKHU OTNpPEeAeIssIUCh YYaCTKU pac-
MPOCTPAHEHHOTO KOJulareHOoBoro ¢pudpo3a ¢ odbiurepalueit
aJIbBEOJISIPHBIX TIPOCTPAHCTB, (POPMUPOBAHUEM TPAKIIMOHHBIX
OPOHX03KTA30B 1 YUYACTKOB UPPETYIISIPHOM SM(PHU3EMBI, a TAKKE
MpU3HAKU (PUOPO3UPYIOILIETO AJIbBEOIUTA C UCXOIOM B «COTOBOE
sierkoe». [Ipu oOHapykKeHUU TaHHBIX UBMEHEHUI MOATBEPI -
KIEeH HeoOpaTUMBIN XapakTep (puOpo3upylollero npoiecca
U €T0 PE3UCTEHTHOCTD K MPOBOAMMOI TPOTUBOBOCTIATIUTEIbHOM
Teparum.

KiamHuyeckuii amarHo3 mpu HaIlpaBJICHUM Ha ayTOTICUIO:

*  0CHOBHOe 3a004e6aHUe; OCTPOEC UHTATSILIMOHHOE TOKCUYECKOE
MopaxeHue JIETKUX, aCCOLIMUPOBAHHOE C YIOTpeOaeHUueM
9C (EVALI-cunapom). Mopdonoruuecku: AT ¢ ucxonom
B pacnpocTpaHEeHHbI MTHEBMOGUOPO3;

* ocnoxcHeHus ocHosHoeo 3abonesanus: JIH 111 ctenenu; nerou-
HOe cepiie (IuaaTaius paBbiX OTACNIOB, JIETOYHAs TUTIeP-
TEH3UsI);

*  HenocpedcmeeHHas npuyuHa cmepmu: iporpeccupytomas JIH
BCJIEICTBUE TEPMUHAIBHOTO (pUOpO3a JeTKUX.

O6cyxaeHue

B Poccun Ha ceromHSIIIHMI IeHb OITMCAHbBI eMMHUYHBIC
CJIy9au OCTPOTO TTOPaKEHMS JIETKUX, aCCOLIMMPOBAHHOTO
¢ notpedaeHrem DC, B mpakKTUKe MPEACTABICHHOTO y4-
PEXIEHUSI TO TIEPBBIA CITydyaid.

[MpuBeneHHOE KITMHUYECKOE HAOIIONCHUE ITprMeda-
TEJbHO TEM, YTO Y MOJIOIOTO YeJIOBeKa B TeueHue 1 roma
Pa3BUBAJIOCh MTPOTPECCUPYIOLLEE YXYALUEHNE COCTOSHUSA
0e3 ssBHOU mpuuyuHbl. M3 (hakTopoB pucka y nalueHTa
OTMEUEHBI OKMPEHNE, MAJIOIIOABIIKHBIN 00pa3 XXKU3HU
1 KypeHue. MoJ1omoii BO3pacT NalreHTa, OTHOCUTEILHO
0J1aronoJIyYHbIA COLMANIbHBINA CTaTyC, OTCYTCTBUE OTSI-
roiamimux GakTopoB B HACAEACTBEHHOCTH W IPOBO-
LUPYIOIINX MHGEKIMI CO30aIi 3HAUNTEIbHBIC TUarHO-
CTMYECKME TPYIAHOCTHU MPHU MEPBUYHOM OOCIEIOBAHUM.
Oco0eHHOCTh JTAaHHOTO CJIyyasi COCTOsIIa B TOM, UTO MpU
nporpeccupytoeit JIH nsmenenust nuddysHoro xa-
paKTepa IT0 TUITY «MaTOBOTO CTEKJIa» B JICTOYHOU TKaHU
BBISIBJICHBI TOJIBKO 110 JAaHHBIM MyJIbTUCTTMpanbHOM KT.

Huarno3 EVALI BepuduiimpoBaH rucTolornyecku,
Ha OCHOBAaHUWM BBISIBJIEHHOT'O COYETaHUST IM(PU3EMBI,
IMTHeBMO(DMOPO3a 1 aJTbBEOJINTA, KOTOPHIC SBIISIIOTCSI MOP-
omormyecKuMm KoppesrssTaMi TOKCUKO-aJIJIEPTUIeCKOTO
MOBPEXAEHUsI, BBI3BAHHOTO MHTATSILIMEN XUMUUYECKUX
BEILIECTB.

B nmureparype onmcaHbl e TUHUIHEIC CITydau, IO TaH-
HBIM KOTOPBIX KapTHHA UPPETYISIPHOM 3M(]DHU3EeMBI B cOUe-
TaHUM ¢ THEBMO(DUOPO30M 1 TTpU3HAKAMU TOKCUYECKOTO
BO3/1eICTBUS (MEPUOPOHXUATIBHBIN CKIIEPO3 C OTJIOKEHU -
€M YTOJIBHOTO ITMTMEHTA) COOTBETCTBOBAIA THUCTOJIOTH -
YEeCKUM M3MEHEHUSIM, aCCOIIMMPOBAHHBIM C KypeHUEM
3C [8]. Kak mpaBuio, pa3BUTHE UHTEPCTULIMATBHOTO
(ubpo3a, CBA3aHHOTO C KypeHHeM, HauboJiee BEpOSITHO
y JIVII C ITATEIbHBIM CTaxkeM KypeHus (> 20 mauyko-Jier).
I1pu KT-uccnenoBaHuu NprU3HAKU MOPAXKEHUS Y MaLlU-
€HTOB JUTUTEILHOE BPEMSI MOTYT He BBISIBIATHCS [12], uTO

MOKa3bIBaeT HU3KYIO YYBCTBUTEIBHOCTb PEHTIeHOrpaduu
NP JaHHOM MOBPEXIECHUU JIETKUX [6].

3aknioyeHue

HanHoe HaOIOAeHUE SABISIETCS KIMHUYECKOW WJITIO-
CcTpalueil Toro, Kak B 3II0XY IMaHAEMUM BEUITMHTA WC-
ITOJIb30BaHME JIFOOBIX MHTAJISIIMOHHBIX YCTPOMCTB — KakK
HUKOTUHCOIEPKAIIUX, TaK U MOTeHIIMAIbHO CONEPXKAIIMX
TI'K — MoxeT MHIyLMpOBaTh TsKeJloe Guopo3upyloliee
MMOpakeHMe JIETKNX. BaxkHO OTMEeTUTh, 4TO, XOTS B Poc-
cuiickoit Menepaumn npodsema TT'K-accounnpoBanHoro
EVALI meHee akTyanbHa B CHITy 3aKOHOAATEJIbHBIX Orpa-
HUYEHWH, TT0 JAaHHBIM TIPEACTaBIEHHOTO KJIMHNYECKOTO
HaOIIOIeHUS TTPOAEMOHCTPUPOBAHO, UTO «KJIACCUICCKUE
HUKOTUHOBBIE BEHUIThI TAKXKE TIPEACTABISIIOT CEPHE3HYIO
yIpO3y 1 CITIOCOOHBI BbI3bIBATh HEOOPATUMBbIE U3MEHEHUSI
Jaxke TIPY CTaxke KypeHus 7 jieT. B ¢BsI3u ¢ 3TMM nuarHo3
EVALI nomxeH paccMaTpuBaThcsl B KAUeCTBE TIPUOPH -
TeTHOI MMarHOCTUYECKOM TUIOTE3bl Y BCEX MAIleHTOB
¢ opicTponporpeccupytoieii JIH u nunTepctuunaibHbIMU
W3MEHEHUSIMU B JIETKUX, HE3aBUCUMO OT BO3pacTa U Jie-
KJIapUPyeMOTo CTaxka KypeHHSsI, 0COOCHHO TP HAJTMUNH
yKa3aHUI Ha UCTIOJIb30BaHNE DJIEKTPOHHBIX CUCTEM J0-
CTaBKU HUKOTHHA.
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Pesome

TIpu pacirpeHM HOMEHKJIATypbl OMOJOTUYECKUX IPErapaToB s JIeYeHUsT TAllUEHTOB ¢ TsKeloil 6poHxuanbHoit actMoit (TBA) TpeGyercs
palMOHATBHBII IePCOHATU3NPOBAHHBIN TTOXO/ K HA3HAYEHUIO TePAITiy ¢ y9eTOM BO3MOXKXHBIX PUCKOB Pa3BUTHSI HeXeTaTeIbHBIX siBeHuit (HST).
CaezieHMs 0 pa3BUTHM JIEKApCTBEHHO-UHAYLIMPOBaHHOM capkouaononaooHoit peakiuu (JIMCP) Ha done antu-1L-4, -13-Tepanuu orpaHUYeHbI
eMMHUIHBIMU ITyOIUKALIUSIMU, TIPU TOM CJIEIYeT OTMETUTh HEOOXOIMMOCTD HE TOJIBKO IETATBHOTO pa3dopa KakI0To KOHKPETHOTO KIIMHUYECKO-
TO ciyyasi ¢ LieJIblo naibHeiero ¢oopMupoBaHust Tpoduiist maureHTa, MMeloIero 6osee BbICOKMe pucku pa3Butus HS, conpsikeHHbIX ¢ TTpu-
MeHeHueM aHTH-1L-4, -13-tepanuu, HO W Pa3pabOTKM PAIMOHATBHOTO AJITOPUTMA TUHAMHUYECKOTO JIAOOPAaTOPHOTO M MHCTPYMEHTATBHOTO
MOHUTOPUHTA U ero cpokoB. Llenblo paboThl siBisuics aHanu3 ciaydas passutust JIMCP Ha done antu-I1L-4, -13-tepanuu y naumenra ¢ ThA
U noJuIo3HbIM puHocuHycuToM (ITPC), a Takke 1eMOHCTpaLMsi BO3MOXHOCTEM abTepHATUBHOI OMOJIOTMYECKOM TEparuu ¢ Mo3uimu 6e3ormnac-
HOoCTU U 3ddekTUBHOCTY. 3aKimouenne. TeparneBTuueckuii moteHuan aHTu-1L-4, -13-Tepanuu y nmanmeHToB ¢ 6poHxuaabHOU actMoii (BA)
u ITPC He BbI3bIBaeT comHeHus . C yuetoM pucka pa3putus HS Ha doHe JieueHus nipenapataMu OMOJI0rMUECKOM Tepanuu HeoOXoaMMa cTporast
MMHAMUYECKAsT aKTyaIn3alvsl JabopaTOPHBIX M MHCTPYMEHTANIBHBIX TaHHBIX. [lanbHeiiee n3ydyeHue 3(GeKTUBHOCTH 1 O6€301TaCHOCTH Tpera-
patoB O6uosiornyeckoit repanuu npu bA u ITPC 11o3BouT onpeaesnTb oNTUMalbHbIe CPOKM OTBETA Ha Teparuio, a Takxke CPOKM MOHUTOPUHTA,
BBISIBUTH BO3MOXKHBIE MPeIuKTOphI pa3Butust H u paspabotaTh nepcoHamIM3upoOBaHHbIE MOAXOABI K Tepanuu.

KnroueBble cj10Ba: JIeKapcTBEHHO-MH/IYIIMPOBAHHASI CAPKOUIOTIONO0OHAsT peaKilvsi, OpOHXUAbHAsI aCTMa, CAPKOUI03, TIOJUIIO3HBI PUHOCUHY-
cut, aHTu-1L-4, -13-tepanus, gynuiymad, aHtu-TSLP-tepanus, tesenenymao.

KoHdumKT HHTEpECcOB. ABTOPBI ICKJIAPUPYIOT OTCYTCTBUE JTIOOBIX APYTUX OTHOILEHUI, IEesSITeIbHOCTH U MHTEPECOB 3a mocienHue 36 mec., CBsi-
3aHHBIX C TPETHBUMHM JTUIIAMU (KOMMEPUYECKUMU U HEKOMMEPUYECKUMM ), HHTEPECHI KOTOPBIX MOTYT OBITh 3aTPOHYTHI COEepKaHUEM HACTOSIIIEH
paboThl.

DuHaHCHPOBaHKUE. ABTODHI 3asIBJISIIOT 00 OTCYTCTBUU BHEIIHEr0 (hDMHAHCUPOBAHUS ITPU MTPOBEICHUHN TTOUCKOBO-aHATUTUUECKOI pabOTHI U TIO/I-
TOTOBKE CTaTbM.

Druyeckas 3kcnepru3a. [lanmenTom noamnucana popma 106pOBOIBHOTO MHGOPMUPOBAHHOTO COTJIACHS HA MyOJIUKAIIUIO TTEPCOHATBHOM Mean-
LIMHCKOM MH(bOopMaLMK B 00e31nueHHOoi hopme B KypHase «[TyJ1bMoHOIOTHS» 1 TIepeaayy 3JIEKTPOHHON KOMUU MOANMUCaHHON (hopMbl MH(OP-
MUPOBAaHHOTO COTJIACHsI COTPYAHUKAM PelaKIMK KypHaa.

® Kynemosa H.A. u coar., 2026

Hns untuposanus: Kynemosa H.A., Myxuna O.A., boopukosa E.H., benormazosa W.I1., Kpyrnosa T.C., ITapmmn B.B., Mouceesa 10.11.,
Kapaymnos A.B., JIsicenko M.A., Buzenb A.A., ®omuna [1.C. JIekapcTBeHHO-MHAYLIMPOBAHHAsI CApPKOMIOMOI00Has peakiust Ha (poHe aHTH-1L-4,
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Drug-induced sarcoidosis-like syndrome associated
with anti-IL-4, -13 inhibitor therapy in a patient
with T2-associated comorbidities: clinical case
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Abstract

Expanding the range of biological drugs for the treatment of patients with severe asthma requires rationalizing a personalized approach to treatment
to account for the potential risks of adverse events. Information on the development of drug-induced sarcoid-like syndrome during anti-1L-4, -13
therapy is limited to isolated publications and requires a detailed analysis of each specific clinical case. This is necessary to further develop a patient
profile associated with higher risks of adverse events related to anti-IL-4, -13 therapy, as well as to develop a rational algorithm for dynamic
laboratory and instrumental monitoring and to define its timing. The aim was to investigate the emergence of drug-induced sarcoid-like syndrome
associated with anti-I1L-4, -13 treatment in a patient with severe asthma and chronic rhinosinusitis with nasal polyps (CRSwNP), as well as to
evaluate the safety and efficacy profile of alternative biological therapies. Conclusion. The therapeutic potential of anti-1L-4, -13 therapy in patients
with bronchial asthma and CRSwNP is undisputed. Given the risk of adverse events associated with biological therapy, strict frequent monitoring
of laboratory and instrumental data is required. Further investigation of the efficacy and safety of biological therapy in asthma and CRSwNP will
help determine the optimal timing of treatment response and monitoring intervals, identify possible predictors of adverse events, and develop
personalized therapeutic approaches.

Key words: drug-induced sarcoidosis-like syndrome, asthma, sarcoidosis, CRSwWNP, anti-1L-4, -13 therapy, dupilumab, anti-TSLP therapy,
tezepelumab.
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CapKonmo3 BcTpevaeTcsl BO BCeM MUpe, IopakaeT Mmpel-
craBuUTeJIell 000ero nosa, BCex pac U J00ro Bo3pacra.
IMposiBnenus capkounosa MHoroauku [1—3]. Kpaiine
Ba>KHOW MpeAcTaB/sieTcsl MpaBUJibHAsI UHTEPIpETalUs
COBOKYITHOCTH KJIMHUKO-JIAa00paTOPHBIX M MHCTPYMEH-
TaJIbHBIX TAHHBIX C IIEJIbI0 UCKIIOUCHUSI MHOTO TeHe3a
DPa3BUTUST HEKA3€03HBIX TPAHYJIEM.

I'paHyneMaTo3HBIC BOCTIAJICHUS TIPEACTABIISIOT COOOM
CJIOXKHBIA UMMYHHBIA OTBET, OIOCPEAOBAHHBIN AaKTUBA-
el MakpodaroB u ux TpaHchopMalueit B SMUTEIU-
OWIHBIC 1 MHOTOSIIEPHBIC KJICTKHA ¢ (POPMUPOBAaHUEM
Y3eJIKOBEIX CTPYKTYp (rpaHyneM). CapKonmos Kak Ha-
ndoJjee N3y4eHHOE MANOMaTHISCKOE rpaHyIeMaTO3HOe
3a00JieBaHUE CIIYXKUT MOP(POTOTUUYECKUM ITAJIOHOM [4].
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OnHaKo CXOOHBIE T'MCTOJOTMYECKUEe KapTUHBI Ha-
OrofaloTCs MpU IIUPOKOM CITEKTPE COCTOSTHUIM, 00be-
IUHSIEMBIX TePMUHOM «CapKOMIOIOMO0HAS peaKIInsI».
CapkonnonomnobHasi peakiius He SIBIISIETCSI HO30JIO0TH -
YeCcKOW equHulelt, a mpeacTaBlisieT coO00i MaTOXUMU-
yecKuil (heHOMeH, BTOPUYHbII MO0 OTHOLIEHUIO K UJEH-
THOULIIPYEMOMY IPUINHHOMY (DaKTOPY U MOXKET OBITh
OTBETOM Ha BO3IEICTBUE CITeIIU(MDUISCCKNX aHTUTCHOB,
aCCOLIMMPOBAHHBIX C MH(PEKIIMOHHBIMU areHTaMu (MU-
KOOaKTepuu, MaTOreHHbIe U YCJIOBHO-MATOTeHHbIE TPUO-
KU, PUKKETCUU, HEKOTOPbI€ BUPYChI U Mapa3uthl) [1, 2],
3JI0KaYeCTBEHHBIMI HOBOOOPa30BaHUSIMU (paK JIETKOTO,
MOYKHM, XKeJayaKa, MeJaHoma u T. 1.) [1, 2], akoaoruye-
cKUMHU (pakTopaMu (OEpUIITNO03, KOHTAKT C aJTIOMUHUEM,
LIMPKOHMEM, TaJIbKOM) [ 1, 2] mim papMaKoJIOTMIeCKUMU
npenaparamiu [5, 6].

JlekapcTBeHHO-MHIYLIMPOBaHHAsI CApKOUI0MO100-
nas peakuusi (JIMCP) (Drug-Induced Sarcoidosis-Like
Reaction) |5, 6] — XOpoOLIO JOKYMEHTUPOBAHHOE SIBJICHUE.
K mpemnaparam ¢ BBICOKMM PUCKOM OTHOCSITCSI UHTUOU-
TOPBI UMMYHHBIX KOHTPOJIbHBIX TOUEK [7]:

* aHTtu-PD-1 (HUBOYMa0, nemoposuzymao) [8, 9];
* aHTu-CTLA-4 (umummyma0) [7, 8];
* uHTEep(PEPOH-O U MEeTUJIMPOBAHHBIN MHTEPGhEPOH

[6-8];

» antu-TNF-npenapatsl (MHGAMKCcMab, anairumymad)

[6, 10, 11];

* IIPOTHMBOPETPOBUPYCHBIC, AHTUAPUTMHUIECKIE (aMU-

olapoH) npenaparsl |3, 6].

OnHuM 13 npemnapatoB, Bei3biBatoux JIUCP, aBis-
ercs aynuaymab [12—17]. KnuHuyeckue nposiBIeHUs
pPa3HOOOpPa3HBI U BapbUPYIOTCS OT U30JIUPOBAHHOTO
KOXXHOT'O MOPakeHUs 10 TMCCEMUHHUPOBAHHOTO MpPO-
1ecca ¢ nopaxenuem jgerkux. Cinyyait JIMCP 6b11 onu-
caH y 34-1eTHell MalMeHTKH, KOTopas B TeUeHUe 7 MecC.
rmoJtyJaja AyImuiaymMad it JIedeHUs] 303MHOGUIBHOTO
puHocuHycuTa. [To nTaHHBIM KOMIbIOTEPHOM TOMOIpa-
¢uu (KT) opranos rpynHoit kietku (OI'K) BbissBieHa
MHOXeCTBeHHas! TMbaneHOIaTHsI, a IIPU OMOIICHUM JIeT-
KHX ¥ KOXXHBIX ITOPaKeHUI MTOKa3aHO HAJIMUME HeKase-
O3HBIX TpaHyieM. B chIBOpOTKE KPOBHU Y MALIMEHTKU OT-
MEYEeHO MOBBILIEHUE YPOBHS PACTBOPUMOTO pelienTopa
nHTepaciikuHa (IL)-2 1 aHTMOTeH3MHITPEBpaIIaoIIeTro
dbepmenTta (AIID). [Ipu 3ameHe nynuiaymabda Ha MEIO-
JM3ymMad cocTossHUE MalMeHTKHU B oTHoweHuu JIMCP
yayumuiaocsk [14]. Takxke onucaH ciaydait JIUCP no-
cJie IpUMEHEHMS AYIMIyMaoa y 59-JIeTHero My>KUnHbI,
CTpamaBIIeTO XPOHUYECKUM PUHOCUHYCUTOM C TTOJIH-
raMu Hoca, 1Mo MOBOAY KOTOPOTO OH IOoJyJyas qymuiy-
Mab B no3e 300 Mr Kaxpie 2 Hell. B TeYEHUE TTOCAETHUX
5 mec. IMCP nHauanach ¢ mosIBIEHUS y3/I0BATOM 3pU-
TeMmbl (YD) Ha HUKHUX KOHEUHOCTSIX C MOCEAYIONICH
nuarHoctukoit JIMCP Ha ypoBHe nerkux. I1o gaHHBIM
MYHKIMOHHOM OMOTICUY TTOATBEPKAEH AMarHo3 YO, Bbl-
SIBJICHBI TIPEUMYIIIECTBEHHO CeNTaJbHBIN MTaHHUKYIUT
1 TUM@POTUCTUOLUTAPHBIN MH(PUIBTPAT C HeTpoduIa-
MM Y TUTAaHTCKUMHU MHOTOsIIEPHbIMU KJieTKamu. 1o naH-
HbeiM KT OI'K BbISIBIIEeHBI UBMEHEHUSI B JIETKUX, CXOIHbIE
¢ capkon030M. YpoBHU ATT®D 1 KaiblLus B CBIBOPOTKE
KPOBHU COCTaBIISUIN TIpenesibl HopMEbl. [Tocie mpekpaiiie-
HUS BBEICHUS Mperapata OTMEUeH MOJHbIN perpecc Bcex

nopakeHuii. DTo ObLT MEPBHIi ciyyaii, Korga YO craia
nepBoHavaiabHbIM nposiBieHueM JIMCP, BbizBaHHOI
nyrmuinymaoom [15]. B 2026 r. onybaukoBaHo HabJ0-
IeHue 3a 48-eTHel XKeHIIMHON ¢ TUarHO30M TSDKEJIBIiA
ATOMMYECKUIA NePMaTUT, 151 JIeYeHUsT KOTOPOTo ObLIT Ha-
3HaueH nynuiaymab (300 mr kaxabie 14 nHeit). BBenenue
mpemnapara HagaTo B 2022 T., TTOCjIe Yero y MallueHTKI
Pa3BUJIUCH JIETOYHBIE CUMITTOMBI, aCTCHUS U IBYCTOPOH-
HSIs aZieHOIaTusl KopHeit Jerkux. BeeaeHue nynuaymaba
ObLTO B JaJIbHEHIIIEM MTPEKPAIIIEHO, YTO MPUBEJIO K YIy4-
IIeHWIO CUMIITOMOB, HA4aTO JIeYeHUE OMaJIM3yMaOoOM.
B anBape 2024 r. BBenenue gynuiaymada (300 Mr Kaxkible
14 nHeit) 6bLI0 BO30OHOBIEHO U Yepe3 3 Mec. MallMeHTKa
COO0IIMIIa O 3aTPYAHEHUY JABIXaHUSI HAPSILY C IPYTUMU
pecupaTOpPHBEIMU CUMITTOMAaMH, JTOKATN30BaHHOM K-
3eMOM 1 YD Ha HMXKHMX KOHEYHOCTSIX, COMPOBOXKIAB-
mwuMucs yctanoctbio u Muanrueit. ITo nanasim KT OT'K
BBISIBJIEHBI TPU3HAKM, COOTBETCTBYIOIINE IPAHyJIeMaTO3-
HOMY 3aboseBaHuI0. BBeneHue nynuirymabda 66110 CHOBa
MMpeKpalieHo, HauyaTo JIeueHne MeToTpekcatoM. Yepes
3 Mec. malMeHTKa coo0IIMIa O TIOJTHOM MCUYE3HOBEHUU
cuMINTOMOB, cBsI3aHHEIX ¢ JIUCP [16].

Bo3moxHocth passutust JIMCP, B T. 4. Ha (oHe
npueMa CUCTeMHBIX IrimoKoKopTukoctepounaon (I'KC)
MpU Tepanuyd OCHOBHOTO 3a0o0JieBaHUS, TIPOJAEMOH-
CTpUpPOBaHa B paMKax OIMyOJMKOBAHHOTO paHee KJIU-
HUYECKOTO HAOIIOICHUS pa3BUTHS TPaHyJIeMaTO3HOTO
MeHuHTro3HuUedanura [17]. dynuinymad sBisieTcst J0Ka-
3aHHBIM Tpurrepom JIMCP, uTo coOTBETCTBYET OOIIIEi
rapaaurMe MMMYHHOTO aucOaiaHca, MHAYIIMPOBAHHO-
ro TapreTHoi Ouosiornueckoit tepanueii. [laToreHes
CBSI3aH CO CMEIIleHeM MMMYHHOTO OTBETa B CTOPOHY
Thl-nytu. Knuauyeckast KapTvHa MOXET UMUTUPOBATh
KJIaCCUYECKUIl CapKOUa03, OAHAKO KIIOUEeBbIMU qUAar-
HOCTUYECKUMM MapKepaMHU CIIyXKaT YeTKas BpeMeHHast
CBSI3b C HAYAJIOM JICYCHMS U TIOJIOKUTEIbHASI TMHAMUKA
nocje oTMeHbl npenapara [12—17]. OcBenoMIeHHOCTh
0 TaHHOM MO0O0YHOM 3deKTe KPUTUYECKU BaxKHa TS
CBOEBPEMEHHOU TUaTHOCTUKU, IIPEIOTBPAIICHUS THAar-
HOCTUYECKHUX OIIMOOK U BbIOOpA KOPPEKTHOM TAKTUKU
BeIeHUS MalieHTa.

Capkouao3 10 CUX MOP OCTAETCS CAOXHBIM TS AU-
arHOCTUKHM 3aboJyieBaHUEeM. B oTiimune oT capKounmosa,
JINCP yacro paspeniaeTcs nmocje npeKpaiieHus 1eiicTBUS
BBI3BIBAIOIIIETO €¢ MpernapaTa U Mpy MOBTOPHOM Ha3Ha-
YEHUU MOXET Pa3BUThCS BHOBbB, YTO B TAHHOW CUTYALINN
SIBJIIETCS eAMHCTBEHHBIM ITPU3HAKOM, KOTOPBIN TT03BO-
JISIeT pa3nyaTh 3TU IBa COCTOSIHUS. B Kaxmowm ciyyae
HEeo0X0IMMO KOMILIEKCHOE 00ciefoBaHUE JIJIsl ITPOBeE-
neHust nuddepeHInaTbHON IUarHOCTUKU CapKOUa03a
M CapKOMIOTOTOOHOM peaKIIuMy.

Llenpio nccrenoBaHus SIBUJINCH aHAIU3 Pa3BUTUS
JIMCP Ha ¢pone antu-I1L-4, -13-tepanuu y namueHTa
¢ TsKesoil OpoHxuanbHo actMoil (TBA) 1 Moauo3HeIM
punocuaycutoM (ITPC) 1 meMoHCTpamust BO3MOXKXHOCTH
aJIbTepHATUBHOUI OMOJIOTMYECKOMN Teparuu ¢ IMo3uLuii
6e3omacHoCTU U 3 GEKTUBHOCTH.

st obcyxaeHust pe3yabTaToB MPaKTUIYeCKoi padbo-
TBI, OCHOBAHHBIX Ha JIMYHOM OITbITe BEACHMS MalleHTa
U TIOAKPETIICHHBIX IeTaTbHBIM pa300poM, IIPEACTaBICHO
KJIMHUYECKOe HabI0IeHUE.

524

Mynbmoonorus « Pu’monologiya. 2026; 36 (3): 522-531. DOI: 10.18093/0869-0189-2026-36-3-522-531



3ametku u3 npaktuku « Clinical cases

Knunnyeckoe HaGnropaeHue

IMauuenT B. 33 neT, moayyaromuii reHHO-UHXXEHEPHYI0 OUOJI0-
TMIECKYIO Teparuio (MymuIymMad) B CBSI3U C HEKOHTPOJIMPYEMbIM
teueHueM TBA, accoumupoBanHoii ¢ [TPC peuyauBupytoiiero
TedeHMsI, ObUT TOCTIUTAIM3UPOBAH B ITyJIbMOHOJIOTUYECKOE OT-
neneHue ['ocynapcTBEHHOTO OIOXKETHOTO YUPEeXIEHUS 31pa-
BOOXpaHeHUs roposia MockBbl «MOCKOBCKUM KIMHUYECKUIA
Hay4YHO-UCCIeN0BATeILCKUI LIEHTp OosibHULIA 52 [lenapTameHTa
3MpaBooXpaHeHust Topona MOCKBBI» [UIST JOOOCTICIOBAHMSI B CBSI-
3W C BBISIBJICHHBIMU U3MEHEHUSIMU B BUJIE TMCCEMUHUPOBAHHBIX
04yaroB B JieTKuX Npu nposeneHuu miaHooit KT OT'K.

[Mpu mocTymieHNK MalMeHT MPEIbSIBIISIT KaJT00bl Ha SMHU30-
ITbI OOIIETO HEJOMOTaHUSI, OTHAKO aKTUBHBIX PECITMPATOPHBIX
Kajio0 (Kallesb, OJbIIKa, 00JIb B IPYIM) HE OTMeYall.

W3 aHamHe3a U3BECTHO, YTO MALMEHT HAXOIWJICS MO/ HaOJI0-
JIEHUEM Y IyJIbMOHOJIOTa U ajieprojiora-uMmyHosiora ¢ 2021 r.,
KOT/1a BrepBble B Bo3pacTe 29 jieT Obul BepudUIIMPOBaH Auar-
Ho3 OpoHxuanbHast actma (bA) Tskenoii ctenenu. Kpome Toro,
B 2019 r. nuarHoctuposan ITPC, o nmoBoay kotoporo B 2021 r.
MalyeHTy ObUTa TIPOBEIeHA TTOJIMTTOTOMMUS C SHIOCKOITUIECKOI
JIByCTOPOHHEI BepXHEUeI0CTHOI cuHycotomueil. B 2022 r. ot-
MeueH peruauB 3a0oneBanvs. [1pu mpruemMe HeCTEpOMITHBIX TTPO-
TUBOBOCATUTEBHBIX TIPETIapaToB (AIeTHIICATUIMIIOBAsT KUCIIOTA
1 MeTamMu30J1 Hatpust) ¢ 2021 r. y mauMeHTa OTMEeUEHbI SMU30/IbI
OpoHXxocTa3ma, MOATBEPXKIEHA «aCIMPUHOBAs Tpuana». Takxke
MOATBEPAMIIACH KIIMHUIECKN 3HAYMMast TbUTbLIeBasi CEHCUOM-
J3anus (K MbUIbLIe 3JTAKOBBIX U COpHBIX TpaB). B 2021 r. uHu-
LIMMPOBaHA Ga3vCcHAasT MHTAISIIIMOHHAST Teparyst KOMOWHAIIeH
oyneconun / dopmotepos 160 / 4,5 MKr 110 2 MHTaIAIMK 2 pasa
B leHb. Ha (hoHe Ha3HAUeHHOTO JieueHUs COXpaHsIach MOTped-
HOCTb B KOpOTKOeHcTBytoniux (3,-aronucrax (KIBA) no 3—4 pas
B CyTKH, 3ahMKCUPOBaHbI TakxKe 00ocTpeHus1 BA ¢ HeoOxonu-
MOCTbIO TIPOBEIEHUS HEOYIaii3epHOU Teparnuu U MpUMEeHEeHUs
cucteMHbIx ['KC. C yuetom HekoHTposmpyemoro TeueHus: ThA

u petauBupytoiero redeHust [TPC ¢ mapra 2022 r. uHULIMUPO-
BaHa Tepanus Qynuwiymadom B 103e 300 Mr MOAKOXHO KaxIIble
2 Hen., Ha PoHe KOTOPO# ObIT TOCTUTHYT XOPOIINH KITMHIIECKUI
3¢ dexT B oTHOHIEHMH KOHTpOoJIst Hal BA u [TPC.

B aBrycte 2024 r. mpu mutanoBoMm BeimosiHeHU KT OT'K
ObLIN BBISIBJIICHBI CJIEAYIOIINE U3MEHEHUS: B JIETOUHON TKAaHU
MOJINCETMEHTAPHO OIPENE/ISINCh MHOXECTBEHHbIE MepuuMda-
TUYEeCKUEe OYarv ¢ YeTKUMU KOHTYpaMu, pa3MepoM 1o 1—2 MM,
JIOKQJTM30BaHHBIE MPEUMYILIECTBEHHO B BEpXHUX OTAeaaxX. Takxke
BU3YaJTU3UPOBATUCH yBeJTMUYeHHbIE TuMdaTtrueckue y3ibl (JIY)
cpenocTeHusT: apaTpaxeanbHble JIY cripaBa —mo 14 MM, OpoH-
XOMyJbMOHaIbHbIE — 110 12 MM (puc. 1). [lng Bepudukauuu
NIMarHo3a MaueHT ObUT TOCIUTAIU3UPOBAH B ITyJIbMOHOJIOTAYE-
ckoe otnenenre ['ocynrapcTBEHHOTO OIOIKETHOTO YIPEXKICHUST
3MpaBooxpaHeHus Topora MocKBbI «MOCKOBCKWIA KITMHUIECKU
Hay4YHO-UCCJIENOBATEIbCKUI LIEHTp OosibHULIA 52 JlenapTamMeHTa
3MpaBOOXpaHEHUS Topoa MOCKBEBI».

V naimeHTa ¢ IMCCeMUHUPOBAHHBIM TIPOIIECCOM B JIESTOYHOM
TKaHU (TiepwimMdaTUIecKnii TaTTepH TepepacIpeneIeHus )
1 BA Tsxenoro TeuyeHus (0a3rcHas Tepamnus: UHTaISIHUOHHAs
KoMOuHarus oyneconus / popmorepos 160 / 4,5 MKT 110 2 MH-
rajsiuuu 2 pasa B cyTku n aymwtyma6 300 mr 1 pa3 B 14 mHeit)
Heo0XxoaumMo ObUIO TTpoBecTU NUuddepeHIUATbHbBIN TUATHO3
MeXIy eOI0TOM CapKouIo3a, CAapKOWIHON peakuneit, Mui-
JIMApHBIM TyOepKyJie3oM Jierkux. Iist Bepudukalmu 1uarHo3a
B paMKaX rOCIUTAIU3ALUN ObLJIO BBIITOJIHEHO KOMIUIEKCHOE
obcieioBaHuUE.

[Mpr3HAKOB aKTMBHOTO BOCTIAJIEHUSI TT0 JIAOOPATOPHBIM TaH-
HBIM HE MOJIyYEHO.

Kaunuueckuii ananu3s kposu:

+  JeiikotmThl — 6,83 X 10° / 1 ¢ HOpMaIbHBIM pacTpe/ic/ieHUEM;
*  reMorao6ouH — 1691 /

*  TpoMGouuTel — 316 X 10° / ;

*  CKOPOCTH OCEIaHUSI IPUTPOLIUTOB — 5 MM / U;

+ C-peaktuBHBII 6e10K — 4,89 Mr / 71

Puc. 1. CpaBHeHMe pe3ybTaTOB KOMITbIOTEPHOIT ToMOTrpaduu opraHoB rpyaHoi kietku ot stueapst 2021 r. (A—C) u aBrycra 2024 r. (D, E)

Figure 1. Comparison between chest computed tomography scans performed in January 2021 (A — C) and August 2024 (D, E)
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VYpoBeHb 06111er0 Kanblus B Kpou u Moue, AI1® ocraa-
JIACH B Tpenenax peepeHCHBIX 3HAUSHUIA.

[To pesynbraram nMMyHoIOTYECKOTO MccaenoBaHus (IgA,
IgM, IgG, IgE, xommoneHTh KoMimiemeHTa C3, C4) martomoruu
HE BBISIBJIEHO, AHTUTENA K KAPAMOJIUIIMHY U [3,-TJIMKONPOTENHY
OTCYTCTBOBAJIH, TTOKA3aTeNIb PEBMAaTOMIHOTO (DAKTOpa OCTABAIICS
B TIpeznenax peepeHCHBIX 3HAUCHUH.

HncTpymeHTanbHas TMarHOCTUKA BKITIOYAsa B ce0sl Upo-
KU CTIEKTP UCCIIEIOBAHUI, HATTPABIEHHBIX HA UCKITIOUeHUE
BHEJIETOYHBIX TPOSIBIIEHUI MPENnoiaraéMoro capKoumo3a.
[To pesynbraTaM ynbpTpa3BykoBoro ucciaenopanus (Y3M) me-
pudeprieckux JIY 1aHHBIX 32 yBeIUUeHUE pa3MePOB U U3Me-
HeHHy1o cTpyKTypy JIY He moyueno. [1pu ¥Y3U opraHos Gproii-
HOM TTOJIOCTY BBISIBJIEHBI TETTATOMETAINS U TIPU3HAKY XKUPOBOM
UHGUIBTPAIINY TIEUEHU U TIOIKETyTOTHOM KeJe3bl.

[To pesynbraram KT opraHoB Opi1oliiHO# MOJIOCTH 1 MAJIOTO
Ta3a ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHUEM MATOJIOTUIECKUX
M3MEHEeHNI He 0OHapyKeHO, AbMOMUHAIBHBIE 1 3a0PIOIITMHHBIE
JIY — HOpMaJIbHBIX pPa3MEPOB.

[To nanubIM 3X0KaparoTpaduY 30H C HAPYIIEHUEM JIOKATb-
HOI COKPAaTUMOCTH, KJIATAHHO MAaTOJIOTUU He BBISIBJIEHO, CO-
KpaTuTe/ibHast GyHKLMsSI — B HopMe ((pakist Beiopoca — 57 %),
MPU3HAKOB JIETOYHO! TUTIEPTEH3UU HE 0OHAPYKEHO.

[ManmeHT ocMOTpeH 0 TaTbMOIOTOM: TAHHBIX 32 TTATOJIOTHUIO
opraHa 3peHusl He TIOJYIEHO.

C yuyeToM UMMYHOKOMITPOMETUPOBAHHOTO CTAaTyca IMally-
eHTa (Tepanusi peKOMOMHAHTHBIM YeJI0BEYeCKIM MOHOKJIIO-
HanbHBIM aHTuTeI0M (IgG4), 6ITIOKMPYIOIINM Mepenady CUTHa-
J10B 1L-4 n IL-13) HeoOxommMo OBLIO NCKITIOUNTh TYOSPKYIe3.
[Mo pesynbraTam IuackuHTecTa MpOAeMOHCTPUPOBAH OTPUIIA-
TEJbHBIN pe3yIbTar.

[Mo nanHbBIM GUOPOOPOHXOCKONINY BBISIBIEH OYarOBBIN
OpPOHXMT.

KitoueBbIM 3TAamoM NMArHOCTUKU CTajla KPUOOUOTICHS
JIETKOTO, BBITIOTHEHHAsI B YCIOBUSX ['0cymapcTBeHHOTO OIOfI-
KETHOTO YUPEeXIeHUs 3ApaBOOXpaHeHUs] ropoaa MOCKBBI
«MoCcKOBCKMIT KIMHUYECKUIT HAYIHO-MPAKTUIECKUI TIEHTP
nmenu A.C.JloruHoBa [lenmapraMmeHTa 3MpaBOOXpaHeHNsT TOPOIa
Mocksbi». [1o pesynbraraMm MOp(hOIOTMIeCcKOTO UCCIeTOBAHUS
BBISIBJIEHBI KOHTJIOMEPATHI YETKO OYePUEHHBIX STTUTETMONIHBIX
rpaHyJieM, IPENMYIIECTBEHHO OKPYTIIOi (hopMbI, ¢ HGUOPO3HBIM
BEHYMKOM. B mpemapaTax BU3yaln3upoBavCh THTAHTCKIE MHO-
rosiiepHble KieTku [TuporoBa—Jlanrxanca, a Takke e IMHIYHBIS
MEJIKHE STMUTETNONTHOKIETOUHbIE TPAHYJIEMbI, PACTIONATABIIIN -
€CsI IepUBACKYISIPHO.

3akaouenue: TpaHyIeMaTO3HOE BOCTIAJICHUE B TKAHU JIETKO-
T0, COOTBETCTBYIOIIIEee MOP(OIOTNIecKoil KapTUHE CapKOMI03a
(puc. 2).

J171s1 OKOHYATEeTLHOTO CYK/IEHUS O IMAarHO3€ U OTIPeNieIeHU N
NaNbHEeIIel TAKTUKY BeIeHUST ObLT TIPOBENEH MYIbTUIUCIIN-
TUTUHAPHBIN KOHCWINYM C YYaCTHEeM Bpadeli-TyJIbMOHOJIOTOB,
AJJIeProJIOTOB-UMMYHOJIOTOB, pEHTIeHOJIoTa, (PTU3naTpa u ma-
ToMopdosora. JlnarHo3 MUIMapHbIil TyOepKyJie3 ObLT OTBEpT-
HYT Ha OCHOBAaHUM OTCYTCTBUSI BBIPAXKeHHON MHTOKCUKALIWH,
HOpPMAaJTbHBIX MapKepOB BOCTIAJIEHUsI, OTpUIlaTesbHOTO [Ina-
CKMHTECTa, Pe3yIbTaTOB KPMOOMOTICUY 1 3aKJTIOUEHUsI Bpavya-
¢Tusuarpa.

OmnpeneneHHyIO CIIOXKHOCTh TIPEICTABIISIIO pa3TpaHueHUe
uamonaTuyeckoro capkounosa u JIMCP. Hecmotpst Ha Mopdo-
JIOTUIECKYIO KapTUHY, TUTTMYHYIO [UISI CApKOUI03a, OTMEYEHO
HeMaJIo apryMeHTOB B 1mojib3y JIMCP:

* BO-TIEPBBIX, OTCYTCTBUE PECTUPATOPHON CUMITOMATUKY
U CUCTEMHBIX MPOSIBICHU (JIUXOpanaKa, apTpairuu, YD),
TopakeHNe UCKITIOYUTENbHO JIETKUX Y BHYTPUTPYIHBIX JIY
0e3 BOBJIEUEHUST APYTUX OPraHOB, HOPMaIbHbBIE YPOBHU
ATI® u xanbuys;

*  BO-BTOPBIX, HATMUNE YETKOUW BPEMEHHON CBSI3U C IPUEMOM

OMOJIOTUECKOTO TIpeTapaTa: U3MeHEHUsI BOZHUKIIM CITYCTSI

2,5 roma OT Havaja Tepanuu OymuIyMaboM, Mpu KOTOPO

MOTYT OBITh MHAYIIMPOBAHBI CAPKOUIOTIONOOHBIE PeaKIINI

[12—17].

MynbTUANCIUTIIMHAPHBIM KOHCUITUYMOM TIPUHSTO pellle-
HUe 00 OTMeHe nynuiaymaoa. [lanreHT mpomoKui moayvarThb
6asucHyo Tepanuio bA koMOuHauei oyneconun / opmoTe-
poJI, TMHAMIYECKOe HAOMIONeHUE TIPOIOIKIIIOCH.

B anaBape 2025 1., 9epes 5 Mec. mociie TpeKpaleHus Teparmn
IyrmTyMaooM, BeimoaHeHa KoHTposibHast KT OI'K, mo maHHbIM
KOTOPOU MPONIEeMOHCTPUPOBAH TTOJHBIN PErpecc MaToJIornye-
CKUX U3MEHEHUIA: 0Yaru QUCCEMUHAIIUY He BU3yaln3upoBa-
JIVCh, pa3Mepbl BHYTPUTPYIHBIX JIY HOpManmm3oBanmuch (puc. 3).

Takum obpazom, coracHo AuHamMuueckum gaHHbIM KT,
TocJie OTMEHBI TpeTaparta MoATBePIMIICS TIPEATTONIOKUTETbHBII
nuarao3 JIMCP, cBga3aHHOI ¢ mpreMoM ayniayma6a. basucHas
tepanus BA (Oymeconun / ¢popmMoTepost) OblIa TPOIOIKEHA
B TIpEeXKHEM OObeMeE.

Ha done oTMeHbI reHHO-MHXEeHEePHOI OMOJIOTMUECKOH Te-
panvu mpernapaToM aymryMad ObUTH 3aDUKCUPOBAHBI TIPOTPEC-
cupylolast motepst KOHTposist Hax TeueHueM TBA, xapakrepusy-
eMas yBenmueHueM mmotpeoHocty B KJIBA mo 1-2 pa3 B cyTku
U 9aCTBIMU 000CTpeHUsIMU BA, pr KOTOPBIX TOTIOTHUTETHHO
noTpeboBaIach HeOyMaiizepHast Tepamvisi ¢ IpUMeHeHeM Oyie-
conuna B no3e 1 000 mr B cyTKH, a Takke peruans [1PC. B pam-

Puc. 2. Tucromornyeckuii mpernapar Jerkoro ot okrtsopst 2024 r.
Konrnomepar rpanynem capkougHoro Tuma. Jlokanusanusi TunmuyHa
JUISL capKoM103a — NepUBacKysipHas (nepuianmdarnyeckasi)

Figure 2. Histological specimen of the lung from October 2024. A con-
glomerate of granulomas of the sarcoid type. The lesion localization is
typical for sarcoidosis: perivascular (perilymphatic) distribution
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Puc. 3. KoMmmnbloTepHas TomorpaMMa opraHoB I'py/IHOI KJIeTKH OT sitHBapst 2025 1. Ha (hoHE OTMEHBI aynuiaymada

Figure 3. Chest computed tomography scans from January 2025, performed against the background of dupilumab discontinuation

KaxX MEXIMUCIUIIMHAPHOIO KOHCHUIMYMa C y4acTUeM Bpadeit
aJIJIEProJIOrOB-MMMYHOJIOTOB U ITyJIbMOHOJIOTOB OBUIO IIPUHSITO
peleHue 06 MHULMaLUK aHTu-TSLP-Tepanuu (HanpaBieHHOM
Ha GJIOKMPOBAHME IEHCTBHUSI TAMUYECKOTO CTPOMAIBLHOIO JIMM-
(honostuna (thymic stromal lymphopoietin) — TSLP) npenapatom
te3ernesiymad B 1o3e 210 mr 1 pa3 B 28 qHeit [18].

Ha MOMeHT MHULIMALMK Tepaliy MpoBeaeHa KOMILIEKCHAs
OlIeHKa KIIMHUKO-(DYHKIIMOHATbHBIX ITOKa3aTelei, 3aroTHEeHbI
BaJIMAMPOBAHHbIE OMPOCHUKHM MO OLIEHKE CTeTIEHU KOHTPOJIS
Haa BA u puHOCMHYCHUTa, a TaKXKe KauyecTBa XXU3HU MallueH-
ToB ¢ BA (puc. 4). Ha doHe nuHamuyeckoro HabaOAEHUS
peryJsipHO ITPOBOAMIIMCE JJaOOpaTOpHask U MHCTPYMEHTAaJIbHasI
NMAarHOCTUKA Y BaJUAM3ALMs JaHHBIX 110 CTEIIEHU KOHTPOJIS
Haa BA u ITPC, Takke olleHHBaJOCh Ka4eCTBO XXU3HU C MO-
MOIIIbIO BOIMPOCHUKA MO KAuyeCTBY KM3HU MalMeHTOB ¢ BA
(Asthma Quality of Life Questionnaire — AQLQ). I1o naHHbBIM
J1abOPaTOPHOr0 MOHUTOPUHTA, BKJIIOYABILIETO B ceOst 00Luit
KJIMHUYECKUI aHalu3 KPOBU, B TeUeHUE BCEro Mmepuoja Ha-

OJII0IEHUST 3 TTALIMEHTOM OTKJIOHEHUS OT pe(hepeHCHbBIX 3Ha-
YEeHUI, KaK U U3MEHEHUST pe3yIbTaTOB MyJIbTUCIMpanbHoil KT
OTI'K, xapakrepHbie mist JIUCP, orcyrcTBoBanu. B TeueHue
12 Mec. Tepanuu OTMEYaeTCsl SKCIOHEHLIMAbHBIM POCT 00b-
eKTUBHBIX (DYHKIIMOHAJIbHBIX ITOKa3aTesieil, CyObeKTUBHAS
OlleHKa CTeTNIeH! KOHTPOJISI Hall 3a00JIeBaHUSIMU U yJIydIlleHHe
KayecTBa XM3HU MalueHTa (puc. 4).

Oco00ro BHUMaHUSI 3aC/Ty>KMBaIOT HE TOJbKO OLIEHKA CTerle-
HM OTBETa Ha TepaIuio C TOUYKU 3PEHMS TeYeHUST HEKOHTPOJIM -
pyemoii TBA, HO 1 nojioxkuTeabHast AMHaMuKa TedyeHus [TPC,
perucTpupyemMasi Ha OCHOBaHUU CYyObeKTUBHOI OLIEHKU BbIpa-
>KEHHOCTH CHMITTOMOB M 10 pe3yJibTaTaM IPOBEACHHOM JIy4eBOi
NIMarHOCTUKU (puc. 5).

B Hacrosiiiee BpeMs MalMeHT MPOI0JIKAET PETYISIPHYIO
Tepanuio IpernapaToM Te3erneaymad B pexkuMme 103UPOBaHUS
corjlacHO MHCTpyKuuH [ 18], a Takke AMHAMUYECKU Ha0JI101aeT-
cs1 B pepepeHCHOM LIEHTpe B paMKaxX MYJbTHAUCIIUIUIMHAPHOTO
IO/IX0/1a.

120
145 118
105
42
29
20 21 2 % 20

16 15
I I 568 6 625 7 9 "2 10
- ] | []

ACT AQLQ SNOT-22 00B,, %, FeNOex, ppb
m MHuumnaumsa aHtu-TSLP-Tepanum Yepes 3 mec. Yepesz 6 mec. = Yepe3s 12 mec.

Puc. 4. UnunmanbHble M AMHAMUYECKUE XapaKTepUCTUKM Ha (poHE Teparnuu Te3erneymabom
[Mpumeuanue: ACT (Asthma Control Test) — TecT 1o KOHTPOJIIO Ha OpoHXUabHOM actMoil; AQLQ (Asthma Quality of Life Questionnaire) — OIPOCHUK Ka-
YecTBa KU3HU Npu 6poHxuaibHoit actve; SNOT-22 (Sino-Nasal Outcome Test) — olieHouHbIi TecT npu puHOocHHycute; OPB, — 06beM hopcupoBaHHOro

BbIIOXa 32 1-10 cexyHny (%,
B JIbIXaTeJIbHBIX MYTSIX, U3MEPEHHBII B 4aCTAX HA OMJUIMOH.

); FeNOex (Fractional Exhaled Nitric Oxide, ppb) — ypoBeHb OKCH/Ia a30Ta B BBIIBIXaEMOM BO3IYXE [UISI OLIEHKU BOCTIAJICHUS

Figure 4. Baseline and longitudinal characteristics during tezepelumab treatment
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Puc. 5. CpaBHeHME KOMITBIOTEPHBIX TOMOTPAaMM OKOJIOHOCOBBIX Ma3yx oT mapta 2025 r. (A—E) u mapta 2026 r. (F—J). A—E: Jlo6usie nazyxu:
MTHEeBMaTU3alusl ¢ 00eUX CTOPOH CyOTOTATIBHO CHUMXKEHA 3a CUET YTOJILIEHHO CIIM3UCTON 000I0UKHU U KUIKOTO COAEPXKUMOTO. Bepxreueatocmmole
nasyxu: crpapa > 2/, — 3aTeMHEHBI, CJieBa — CYOTOTAIbHO 3a0THEHbI MATKOTKAHBIM CONEPXUMBIM, COYCTbsl HENIPOXOMUMBL. SJ4eiiKy peuem4amo
Kocmu: TIepeIHNE 1 3a/IHUe TPYIIbI KJIETOK TOTAJIbHO 3aTeMHEHBI C 00erX CTOPOH. [lazyxu ocHosHOl (KAUHO8UOHOIL) Kocmu: CYyOTOTATbHO 3aTeM-
HEHBI, CJIeBa MIPU3HAKH KHUIKOTO OTAEIIeMOro. Hocosble pakosuHsl: HUKHUE PACTIONOKEHBI CUMMETPUYHO, cpeiHue — HennbdepeHIMPOBaHbL;
ocTeoMeaTalibHble KOMILJIEKChI 3aTeMHEHbI ¢ 00erx cTopoH. OueHka 1o mkaine Jlynna—Makkes — 18 6ayioB. HocoBasi neperopojka He3Hauu-
TeJbHO UCKpuBiieHa. F—J: JloOnble nazyxu: MOTHOCTBIO BO3MYIHBL. Bepxneuearocmubie nasyxu: CripaBa — YTOJILEHUE CIU3UCTON 10 3—5 MM;
10 3aiHel CTeHKe coxpaHsieTcs mosun 10 10 MM; ciieBa — CyOTOTaIbHO 3aroJHEHa 3a CUeT nojuna 10 34 X 19 MM, coycTbe He MpocMaTpUBaeTCsl
cripaBa, MPOXOIMMO ClieBa. Sueliku pewiemyamot Kocmu: TIEPEHUE U 3a{HUE TPYIIIbI KIIETOK TOTAJbHO 3aTEMHEHBI C 00EUX CTOPOH, OTMEYaeTCsI
MOJIOKUTeNIbHAsE AMHAMKKa. [lasyxa ocHo8HOl (KAUHO8UOHOI) KOCMU: CITU3UCTasT LUPKYJISTOPHO yTolieHa 10 6—8 MM. Hocoevle pakosunbl: HIK-
HUE PACIIONIOXEHBl CUMMETPUYHO, cpefHre — HenubdepeHIIMPoBaHbl; OCTeOMeaTalbHbIe KOMIUIEKCHI 3aTeMHEHBI ¢ 00enX cTopoH. OlleHKa
no wkasie Jlynna—Makkest — 12 6ainoB. HocoBasi neperopojika He3Ha4YMTeIbHO UCKPUBJIEHA

Figure 5. Comparison between paranasal sinus computed tomography scan dated March, 2025 (A — E) and March, 2026 (F — J). A — E: Frontal
sinuses: pneumatization on both sides is subtotally reduced due to thickened mucosa and fluid contents. Maxillary sinuses: on the right, more than
!/, are darkened, on the left they are subtotally filled with soft tissue contents, the sinus ostia are impassable. Ethmoid cells: anterior and posterior
groups of cells are totally darkened on both sides. Sinuses of the sphenoid bone: subtotally darkened, on the left there are signs of liquid discharge.
Nasal turbinates: the lower ones are located symmetrically; the middle ones are undifferentiated, osteomeatal complexes are darkened on both sides.
18 points on the Lund — Mackey scale. Nasal septum: slightly curved. F — J: Frontal sinuses: completely air-filled. Maxillary sinuses: on the right,
mucosal thickening up to 3 — 5 mm, a polyp up to 10 mm remains along the posterior wall; on the left, subtotally filled due to a polyp up to
34 x 19 mm, the anastomosis is not visible on the right, passable on the left. Ethmoid cells: the anterior and posterior groups of cells are totally
darkened on both sides — positive dynamics are noted. Sphenoid sinus: circulatory mucosa thickened up to 6 — 8 mm. Nasal turbinates: the lower
ones are located symmetrically. The middle ones are undifferentiated, osteomeatal complexes are darkened on both sides. 12 points on the Lund —
Mackey scale. Nasal septum: slightly curved

B pamKkax mpeacTaBIeHHOTO KIIMHUYECKOTO Ha0To/e-
HUSI HATJISITHO TIPOJEMOHCTPUPOBAHBI LIEHHOCTD ITEPCO-
HaJIM3MPOBAHHOIO U KOMILJIEKCHOTO MOIX01a HE TOJIBKO

3aknioyeHue

B smoxy TpuyMdaabHOro pacivpeHus JUHEeKY Tpera-

paToB OMoJoruyecKkoi Tepanuu, 3GeKTUBHOCTh KOTO-
PBIX IPOJIEMOHCTPUPOBaHa TpHU TToAaBieHn T2-BocIa-
JIEHUSI ¥ yydllIeHUU KOHTposist Haj TedyeHueM BA u [TPC
C YU€TOM BO3MOKHBIX PUCKOB Pa3BUTHS HEXKeJIaTEeTbHBIX
apinenuit (HS), B T. u. JIMCP, Bo3pacraeT akTyaabHOCTb
JTMHAMUYECKOTO MOHUTOPUHTA HE TOJIBKO JlabopaTop-
HBIX TTOKa3aTesieil, HO 1 MHCTPYMEHTAJbHBIX METOIOB
o0cenoBaHus.

B pamkax npeacTaBieHHOTO KJIMHUYECKOTo HabJI0-
JIEHUSI HATJISITHO TTPOJEMOHCTPHUPOBaHA HEOOXOIMMOCTh
TIIATEIFHOTO JJA00PAaTOPHOTO ¥ MHCTPYMEHTAJIBHOTO T~
HaMHWYeCKOro MOHUTOPUWHTA 3a MalleHTaMM, TTOJTyJaio-
IIMMM TapreTHylo Tepamnuio. [1pu HeKOHTpoIupyeMoM
TeYeHUH 3a00J1eBaHNs 1 HEOOXOIMMOCTHU AaJIbHEUIIIero
MIPOBEICHNST OMOJIOTUIECKOM TepaItiy, HECMOTPSI Ha pas-
Butue HS Ha pone craprosoit antu-1L-4, -13-tepanuu,
MPOAEMOHCTPUPOBAHA BO3MOXHOCTb MEPEKIIOUECHUS
Ha aJIbTepHATUBHBIN BapHaHT TapTeTHOM Teparuu ¢ aH-
™-TSLP-MexaHu3MOM JIeiicTBUS, TP KOTOPOM JOCTH-
raeTcst ONTUMAJIbHBIN KIMHUKO-(DYHKIIMOHAIBHBIN OTBET
B otcyrcTBue pa3putust HA B Buge JIMCP.

K JedyeHuto T2-accouMupoBaHHBIX KOMOPOUIHOCTEH,
HO HEOOXOIMMOCTb CUCTEMATHYECKOTO HAOIIOIeHUS
3a MalMeHTOM W MEXIUCIUTUIMHAPHOTO B3aMMOICIHCT-
BUSI Bpaye-CIeIMaICTOB.
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A rare case of antifibrotic therapy in a patient with fibrotic
pulmonary sarcoidosis
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Pesiome

Sarcoidosis is a systemic inflammatory disease of unknown origin that can progress to fibrocavernous disease. Published data on antifibrotic therapy
for fibrotic sarcoidosis are contradictory, largely due to an insufficient number of studies. In randomized trials, nintedanib has demonstrated efficacy
in reducing the progression of interstitial lung disease; however, it has not shown a positive effect specifically in fibrotic sarcoidosis. Some individual
studies have reported beneficial effects of antifibrotic therapy in cases of fibrotic sarcoidosis. Due to the limited and conflicting data, each
observation of antifibrotic therapy in fibrotic sarcoidosis is valuable. The aim. Here, we describe our experience of using antifibrotic therapy in
a patient with fibrotic pulmonary sarcoidosis. Methods. The patient, a 66-year-old woman with sarcoidosis-associated pulmonary fibrosis, has been
receiving antifibrotic therapy (nintedanib 150 mg twice daily) since October 2022. Efficacy and safety were assessed before initiation and after 12,
24 and 32 months of antifibrotic therapy. Results. The respiratory deterioration slowed down, evidenced by an increased distance in the 6-minute
walk test. Pulmonary function decline was also reduced, with no decrease in FEV, FVC, FRC, or RV. Computed tomography scans revealed no
progression in the volume of pulmonary fibrosis. Conclusion. The use of antifibrotic therapy was associated with stabilization of pulmonary function
and no progression of pulmonary fibrosis. Further studies on antifibrotic therapy in fibrotic sarcoidosis are warranted.

Key words: fibrotic pulmonary sarcoidosis, progressive pulmonary fibrosis, interstitial lung disease, antifibrotic therapy.
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Abstract

Capkouio3 — CHUCTEMHOE BocCHajluTelbHOe 3a00JieBaHUE HEU3BECTHON STHOJOIMM, MpOorpeccupyloliee BIUIOTh 10 (UOPO3HO-KAaBEPHO3HOMN
opmpbl. [lanHbIe 10 aHTUGUOPOTUUECKON Tepanuy Tpu GUOPO3UPYIOIIEM CapKOUI03€ MPOTUBOPEUUBEI, 2 YUCIIO UCCASTOBAHUN OTPAHIUYEHO.
Tlo maHHBIM paHIOMU3MPOBAHHBIX UCCICIOBAHUI TIPOIEMOHCTPUpPOBaHa 3(hGheKTUBHOCTD MperapaTta HUHTENAHUO B CHIDKEHUU PUCKa IMTPOrpec-
CUPOBaHUSI MHTEPCTULMATBHBIX 3200J€BaHMIl JIETKUX, OMHAKO MOJOXUTENbHOro addexTa npu Gudpo3upylolieM capkouao3e He MOoKa3aHo.
OTnenbHBIE MCCIECTOBAHUS CBUIETEIBCTBYIOT O BO3MOXHOUN 3(h(MEKTUBHOCTU aHTU(MUOPOTUIECKON Teparnmuu. B CBsI3W ¢ OrpaHUUEHHOCTHIO
1 IPOTUBOPEUMBOCTbIO JTAHHBIX MPEICTABISIET MHTEPeC KaxAblil ciiyvaii ee mpuMeHeHus1. Lleabio paboThl sIBsLIaCh JeMOHCTPALMS KIMHUYECKO-
ro HaOJIONeHUsT IPUMEHEeHMsI aHTU(UOPOTUYECKON Tepanuu y MalueHTKu ¢ ¢hubposupyomum capkoumo3om. Meroapl. [laiueHTka 66 et
¢ ¢puOPO3UPYIOLIMM BapUAHTOM CapKOMA03a JIETKUX ¢ OKTA0ps 2022 1. nosiyyana aHTUhUOPOTUUECKYIO Tepanuio — HUHTeAaHuo 150 mr 2 pasa
B IeHb. Db (HEKTUBHOCTD U 6€30MACHOCTH OLICHUBAIKMCH 10 Havyasla JjedeHus 1 yepe3 12, 24 u 32 Mec. mpuMeHeHUs1 aHTU(HUOPOTUYECKOI Teparvu.
Pe3syabratel. OTMEUAIOCh CHIDKEHUE OBIXaTEIbHON HEMOCTATOYHOCTU, KOTOPOE BHIPAXAIOCh B YBEJTMUCHUW JUCTAHIIMN TIPU BBITIOJTHEHUU
6-MUHYTHOTO 111aroBoro Tecta. Takke 0TMeYeHO 6oJjiee MelTIEeHHOE CHUXKEHNE JIETOUHOM (DYHKIIMU (OTCYTCTBUE CHYXKEHUST 00 beMa (hopcrpoBaH-
HOTO BbIZIOXa 32 1-10 ceKyHay ¥ (hOpCUPOBAHHOI KU3HEHHOM €eMKOCTH JIETKUX, (DYHKIIMOHATBHON OCTATOYHON EMKOCTU Y OCTATOYHOTO 00beMa).
Tlo TaHHBIM KOMITBIOTEPHON TOMOTpaduK OTMEUYEHO OTCYTCTBHME MPOrpecCUpOBaHUst (GPMOPO3HBIX M3MEHEHUI B JISTOYHOW TKaHU. 3aK/o4eHue.
Ha done aHTMdUOpOoTHYECKOI Tepanuu y MalMEHTKU 3aMeUTMJIOCh CHUKEHUE JIETOUHOM (DYHKIIMUM U HE TTPOrpecCUpoBall JETOUHbIN (hrUOpo3.
Heobxonnmo npoaomxkuth usydeHne 3hheKTuBHOCTY aHTU(GUOPOTUUECKOI Tepanuu npu (Gudpo3upyoLIeM CapKoUI03e.

KuroueBbie cioBa: (hubpo3upyrolunii capkouio3, Mporpeccupyroiinii JerodyHblii hpudpos, MHTePCTULIMATbHOE 3a00JeBaHKE JIETKUX, aHTU(HUOPO-
TUYeCKasl Tepamnusl.
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Kondmkr uarepecoB. Kaxaplit 13 aBTOPOB 3asIBIISIET 00 OTCYTCTBUY KOMMEPUYECKUX WM (PMHAHCOBBIX B3AUMOOTHOIICHMIA (HaIIpuMep, KOHCYITh-
TUPOBAHUS, BJIAAEHUS aKLIUAMU, JOJIEBOTO y4acTHsl, MATEHTOB WM JIMLEH3UH U Ap.), KOTOPble MO Obl MPUBECTU K KOHMIMKTY UHTEPECOB

B CBA3U C HpeIICTaBHGHHOﬁ CTaTbEN.
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Sarcoidosis is a systemic inflammatory disease of unknown
origin that can lead to progressive fibrocavernous disease,
affecting about 20% of patients [1]. Persistent or recurrent
sarcoidosis activity is observed in one third of patients and
is referred to by various terms, including severe, refracto-
ry, or progressive pulmonary sarcoidosis [2—5]. Patients
with long-term disease are at the highest risk of developing
fibrosis.

Important immunological and clinical features of fi-
brosing sarcoidosis have been identified. An antigen initi-
ates the immune cascade by activating interstitial dendritic
cells (DCs), alveolar macrophages, and type 2 alveolar
epithelial cells (AEC-II). CD4" T cell activation leads to
the release of proinflammatory cytokines, which promote
the organization of macrophages into granulomas. Fibrosis
begins at the periphery of sarcoid granulomas, initially serv-
ing to inhibit further granuloma formation. Later, collagen
deposition leads to fibrosis, loss of parenchymal tissue,
and ultimately to end-stage sarcoidosis [1]. Activation of
interstitial dendritic cells, alveolar macrophages, AEC-1I,
and CD4" cells leads to the release of proinflammatory
cytokines, promoting granuloma formation. Multiple
proinflammatory cytokines are upregulated, including in-
terferon-gamma (IFN-y) and tumor necrosis factor-alpha
(TNF-a). TNF-a levels in alveolar macrophages are high-
er, and transforming growth factor-beta (TGF-f3) levels
are lower in patients with progressive disease compared to
those with stable sarcoidosis. These findings have sparked
interest in TGF- as an anti-inflammatory cytokine with
a potential role in disease resolution [1, 6, 7]. Radiographic
patterns of fibrotic sarcoidosis include bronchial distortion,
linear fibrosis, and honeycombing. A recent study examin-
ing pulmonary sarcoidosis phenotypes using high-resolu-
tion CT (HRCT) scans achieved 97% interobserver agree-
ment regarding the existence of distinct phenotypes, with
seven HRCT phenotypes categorized as either non-fibrotic
or probably fibrotic [8, 9].

Pulmonary function tests often reveal a restrictive
pattern but may also indicate airway obstruction [10].
Patients with fibrotic sarcoidosis are at risk of developing
complications such as pulmonary hypertension, recurrent
infections, and mycetoma formation within fibrocystic
regions. There is currently no proven successful treatment
for these patients. Most rely on corticosteroids and im-
munosuppressive drugs, which may increase susceptibility
to infections and potentially stimulate further fibrosis
progression [10].

The development of algorithms for managing patients
with progressive fibrosis is of particular interest. Results
from the NBUILD study, which included various forms

of progressive fibrosing interstitial lung diseases (ILDs),
showed that antifibrotic therapy yielded no positive re-
sponse in fibrotic sarcoidosis [10]. A systematic review
evaluating nintedanib for progressive pulmonary fibro-
sis found no significant difference in the annual rate of
FVC decline between nintedanib and placebo in patients
with fibrotic sarcoidosis, in contrast to other fibrosing
ILDs [12].

However, another study reported a positive effect of
nintedanib on non-idiopathic pulmonary fibrosis, and
fibrotic lung diseases, including fibrotic sarcoidosis [13].
The updated American Thoracic Society (ATS), European
Respiratory Society (ERS), Japanese Respiratory Society
(JRS), Latin American Thoracic Society (ALAT) guidelines
for idiopathic pulmonary fibrosis (IPF) and progressive
pulmonary fibrosis in adults provide a conditional recom-
mendation for the use of nintedanib in cases of progressive
pulmonary fibrosis unresponsive to standard treatments
for fibrotic ILDs other than IPF [14]. The 2022 federal
guidelines mention fibrosing sarcoidosis as a possible out-
come of pulmonary disease and emphasize that antifibrotic
therapy is considered only in cases of progressive fibrosis
and end-stage disease [15]. Further studies are needed to
evaluate the efficacy, effectiveness, and adverse events of
nintedanib in patients with progressive pulmonary fibrosis
due to specific ILDs.

Publications on the use of antifibrotic therapy in fibrotic
pulmonary sarcoidosis are highly contradictory, due mainly
to the limited number of observations. More studies are
needed with longer follow-up and the identification of more
reliable biomarkers to predict fibrotic sarcoidosis [16].

The progression of fibrotic pulmonary sarcoidosis
is associated with functional impairment and devel-
opment of pulmonary hypertension. The treatment is
complex and may involve anti-inflammatory therapy if
granulomatous activity persists, rehabilitation, and — in
carefully selected patients — antifibrotic therapy or lung
transplantation [17].

Currently, there are no clear recommendations for the
management of patients with fibrotic pulmonary sarcoid-
osis. Reliable biomarkers for predicting fibrosis risk are
lacking, and the mechanisms underlying fibrosis in sarcoid-
osis are not fully understood. The role and effectiveness of
antifibrotic therapy in this condition remain undetermined.
Therefore, any clinical experience with antifibrotic therapy
in patients with fibrotic pulmonary sarcoidosis is of great
interest.

The aim of our study was to evaluate the effectiveness
and safety of antifibrotic therapy in progressive pulmonary
fibrosis secondary to pulmonary sarcoidosis.
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Methods

An observational study was conducted in real clinical
practice. The patient is a 66-year-old woman with sar-
coidosis-associated pulmonary fibrosis. The diagnosis of
sarcoidosis was established clinically and radiologically,
with histological verification 14 years ago. Periods of
disease activity were treated with courses of systemic
corticosteroids and cytostatics. Subsequently, progression
of lung tissue damage was observed, necessitating per-
manent administration of systemic corticosteroids. This
treatment was complicated by steroid-induced chronic
adrenal insufficiency. Over the past five years, the pa-
tient’s respiratory failure progressed, requiring contin-
uous oxygen therapy.

Antifibrotic therapy with nintedanib (150 mg twice dai-
ly) was initiated in October 2022. Efficacy and safety were
assessed before treatment initiation and after 12, 24, and
32 months of therapy. Respiratory function was evaluated
using spirometry, body plethysmography, lung diffusion
testing, and the 6-Minute Walk Test (6MWT). Chest com-
puted tomography (CT) results were also reviewed.

Results

At baseline (2022), the 6MWT was stopped after 2 minutes
due to shortness of breath, tachycardia (120 bpm), and
decreased oxygen saturation (70%). After 12 months of
antifibrotic therapy (2023), the patient was able to walk
100 meters in 6 minutes, with a heart rate of up to 102 bpm
and oxygen saturation between 73% and 79%. At 24 and
32 months after starting therapy (2024 and 2025), further
improvements were noted: the patient covered 220 and

Indicator ‘ Best (2022) | % predicted ‘ Best (2023)
FEV, 0.45 18 0.49 20
FVC 0.45 15 0.48 17
FRC, | 0.79 30 0.8 30
TLC, | 147 31 1.48 31
VC max, | 0.77 30 0.79 31
ERV, | 0.06 8 0.06 8
IC, 1 0.69 38 0.7 38
RV, 0.70 36 0.72 37
RV%TLC, % 47 - 48.6 -
DL, mmol/min/kPa 2.39 38 241 38
DL, mmol/min/kPa 249 40 25 40
VA I 1.55 35 1.56 35
Hb, g/l 128 - 127 -
DL ,/VA, mmol/min/kPA/l 1.54 108 1.54 108

230 meters, respectively, with heart rates up to 100 bpm
and oxygen saturation ranging from 75% to 80%.

Functional study data — including spirometry, body
plethysmography, and lung diffusion capacity — are pre-
sented in the Table.

As can be seen from the presented data, after 12 months,
the functional indicators were practically no different from
the initial ones after 12 months. While a positive trend is
observed for FEV , FVC, FRC, RV (Figure 1) after 24 and
32 months.

The initial chest CT scan (2022) featured, multiple bron-
cho- and bronchioloectasis of the honeycombing, decreased
volume of the upper and middle lobes, mediastinal lymph-
adenopathy, and fibrous changes, mainly in the upper and
middle lobes. The fibrous changes remained unaltered, the
prevalence of reticular changes and honeycombing did not
improve, and lymphadenopathy decreased after 12, 24, and
32 months of the therapy (Figure 2, 3).

Adverse events were observed in the second week of
antifibrotic therapy in the form of nausea, diarrhea, de-
creased appetite, which required a reduction in dosage to
150 mg once a day. Subsequently, these events decreased,
and nintedanib was resumed at a dosage of 150 mg 2 times
a day. Currently, these side effects occur rarely, and the
patient manages them reducing the dosage to 150 mg per
day with subsequent increase to the full dosage. In general,
drug withdrawal was not required.

Discussion

The introduction of antifibrotic therapy has improved both
the quality and duration of life for patients with pulmonary
fibrosis. According to the results of a randomized study,

Table
Functional study data

Tabauua
Jlannvte ghynkuyuonaavnoeo ucciedoeanus

% predicted \ Best (2024) \ % (2024) \ Best (2025) \ % (2025) \ Dynamics

053 2 063 29 t
063 23 0.72 2 t
0.84 32 1.05 40 t
158 34 168 36 t
0.1 32 0.78 3 -
0.07 10 022 33 t
0.74 4 063 35 -
0.78 4 083 43 t
48.97 - 49.43 - )
244 39 198 32 !
253 # 2.06 33 !
158 36 157 36 -
123 - 123 -

1.60 12 131 92 !

Note: FEV,, forced expiratory volume in the first second; FVC, forced vital capacity; FRC, functional residual capacity; TLC, total lung capacity; VC, volume capacity; ERV, expiratory reserve

volume; IC, inspiratory capacity; RV, residual volume; DL,

diffusing capacity of the lungs for carbon monoxide; VA, alveolar volume; Hb, hemoglobin.
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Figure 1. Changes in the functional
indicators

= FVC Note: FEV,, forced expiratory volume in
FRC 1 second; FVC, forced vital capacity;
" FRC, functional residual capacity; RV,
= RV residual volume.
Puc. 1. ilunamuka yHKIIMOHATBHBIX
rnokasaTeyei
2025  Year

Figure 2. Computer tomography scan of the chest before antifibrotic therapy and after 12 months

Puc. 2. KommnibloTepHast ToMmorpaMMa OpraHoB TPYIHO# KJIETKH 0 Havajaa aHTU(GUOpOTUIEeCKOl Tepanuu 1 yepe3 12 mec.

Figure 3. Computer tomography scan of the chest after 24 and 32 months of antifibrotic therapy

Puc. 3. KoMmnbioTepHasi ToMOrpaMMa OpraHOB I'PYIHOM KJIETKM Ha hoHe aHTH(hUOpOTHYecKoi Tepanuu yepes 24 u 32 mec.

nintedanib demonstrated efficacy in reducing the risk of
progression of interstitial lung disease . However, no pos-
itive effect was observed with nintedanib in a group of pa-
tients with fibrotic sarcoidosis. There are isolated studies
indicating a positive effect of antifibrotic therapy in fibrotic
pulmonary sarcoidosis.

Due to the lack of data and small sample sizes in these
studies, each case of this therapy in patients with fibrotic
sarcoidosis is of particular interest.

In our observation, a slowdown in the progression of
respiratory disorders was noted, as evidenced by greater
in the distance achieved during the 6-Minute Walk Test.
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A slower decline in pulmonary function was also observed,
confirmed by the absence of decreases in FEV,, FVC, FRC,
and RV. According to CT scans, there was no progression
in the volume of pulmonary tissue fibrosis.

However, it is difficult to unambiguously interpret the
positive trend in functional pulmonary parameters in the
presence of persistent pulmonary fibrosis. Perhaps this is
due to improved muscle strength, increased tolerance to
physical activity, or easier performance of respiratory ma-
neuvers during functional studies. It should also be noted
that the patient experienced side effects during antifibrotic
therapy with nintedanib, including nausea, diarrhea, and
decreased appetite. These effects decreased with a tempo-
rary reduction in the dosage to 150 mg per day and did not
require discontinuation of the drug.

Conclusion

This report demonstrates the experience of using antifi-
brotic therapy with nintedanib in a patient with fibrotic
pulmonary sarcoidosis. Antifibrotic therapy with nin-
tedanib was effective and safe in fibrotic sarcoidosis over
32 months of use. During therapy, pulmonary function
degradation slowed down and fibrotic changes in the lung
tissue did not progress according to computed tomogra-
phy. Long-term use of antifibrotic therapy was not ac-
companied by any severe adverse events. Further studies
are necessary to determine the feasibility of antifibrotic
therapy in fibrotic pulmonary sarcoidosis.
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Abstract

The expansion of available treatment methods for community-acquired pneumonia (CAP) is more relevant than ever. Drugs with pronounced anti-in-
flammatory, antioxidant, and regenerating properties are needed to help prevent lung damage and minimize potential complications as part of complex
therapy. The purpose of the publication of the resolution of the Board of Experts was to discuss the efficacy and safety of hexapeptide succinate
(Amberwin® Pulmo) in the treatment of respiratory diseases, primarily CAP. The Board of Experts met on February 26, 2026 in Moscow under the
chairmanship of the Doctor of Medicine, Professor, Academician of Russian Academy of Sciences S.N.Avdeev. Results. Phase III clinical trials
demonstrated the following advantages of hexapeptide succinate: anti-inflammatory, immunoregulatory, antioxidant, reparative and organoprotective
effects; rapid reduction in the level of pro-inflammatory cytokines, acceleration of clinical effect, reduction of hospitalization time, and cost-effective-
ness. Conclusion. The data presented justify the inclusion of hexapeptide succinate in clinical guidelines for the treatment of CAP in adults.
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Bonesnu opranos aeixanus (bOJl) 3aHUMalOT epByIo
MO3ULIUIO B CTPYKTYpe 00111Ieii 3a0016Ba€MOCTH HAaCeJIEHUS
Poccuiickoit denepanmuu, coctapisist okoso 43,8—48 %
Bcex ciydaeB. JInHaMuka pocrta 3abojieBaemoct bOJI
MIPENMYIIIECTBEHHO O0YCIOBICHA YBETUICHUEM PACIIPO-
CTPAaHEHHOCTU ITHEBMOHMI ¥ YaCTOTOI BBISIBJICHMS MH-
TePCTULIMAJIbHBIX M THOMHO-IE€CTPYKTUBHBIX MOPAKEHU I
JIeroyHo# TKaHu [1].

Jlunupyroueid npuurHOMN rocnuTaau3auuii 1 CMepT-
HoctH oT BO/I xak B Poccun, Tak 1 3a pyoexxoMm sIBisieTcst
BHeOobHUYHasg THeBMoHUs (BIT), Ha gosio KoTopoit
npuxoautcs 43,7 % Bcex cMEPTEIbHBIX UCXOI0B, aCCO-
LIMIPOBAHHEBIX C PECITUPATOPHBIMU 3a00sieBaHUsIMU. [1pnr
BII cyiiecTBeHHO yBEeJIMYMBAIOTCS JOJATOCPOUYHbIE PUCKU
WHBanuau3auuu, ¢popMupoBaHus xpoHnueckux bOJI
U CePIEeIHO-COCYIUCTOM CUCTEMBI, UTO TAKKE BJICUET
3a cO0OIf 3HAUMTEILHOS SKOHOMUUYECKOE OpeMsT KaK TSt
MMaIIMEHTOB, TaK 1 VTSI 3MPaBOOXPAHEHUSI U TIOATBEPKIaeT
cratyc BIT B kKauecTBe KpUTUYECKOM MEAUKO-COLUATbHOM
npooyemsl [2—4].

OnHuM U3 HauboJiee omnacHbIX ocjioxxHeHut BIT aB-
JISIETCS OCTPBIA PECIIMPATOPHBIA IUCTPECC-CUHIAPOM
(OPAC), yacTtoTa pa3BUTUSI KOTOPOTO TIPU TIKEIOM
teueHuu npesbimaeT 20 %. HecMoTps Ha coBepIIeHCT-
BOBaHHUE METOIOB pecMpaTopHoil moaaepxku, OPIC
XapaKTepu3yeTcs KpaitHe HeOJaromprusITHBIM ITPOTHO30M
¢ ypoBHeM JetainbHocTh OT 30 10 50 % [2—4], uTO Hapsiay
¢ Bo3pacTalollleil pe3uCTEHTHOCThIO K aHTUOAKTepUasb-
HBIM TIpeTiapaTtaM 1 He3(D(dOEeKTUBHOCTBIO CTAHIAPTHBIX
CXEM IHMKTYeT HeOOXOINMOCTh ITOMCKA HOBBIX BEKTOPOB
B ieueHuM BIT 1 ux ocioxXHeHUA.

B pamKax 1mmovricka BO3MOXKXHOCTEH TTOBBIIIIEHUS (-
(extuBHOCTM Tepanuu BIT 26.02.26 B MockBe cocTosuics
CoBeT 3KCIepTOB, UTOTOM KOTOPOTO SIBMJIACH PE3OJTIOLIMST
110 OOHOBJIEHUIO KJIMHUYECKUX PEKOMEHAALM 110 Jieue-
Huto BI1. B coBemanuu rop npeaceaaTebCTBOM M. M. H.,
mpodeccopa, akagemMnka Poccuiickoit akameMuu Hayk,
3aBenylollero Kabeapoi nyiabMoHoorun MenepaibHO-
IO TOCYyIapCTBEHHOTO aBTOHOMHOTI'O 00pa30BaTEIbHOTO
yupexneHus Bbiciero oopaszosanus Ilepsbiii MockoB-
CKMU TOCyIapCTBEHHBI MEIUIIMHCKUN YHUBEPCUTET
nmeHn M.M.CeueHoBa MUHUCTEpCTBA 3IpaBOOXpaHe-
Hust Poccuiickoit @enepariu (CedeHOBCKUIT YHUBEPCU -
tet) C.H.Agdeesa IpUHSIN ydyacTre BeAyLIUE SKCIEPTHI
1 TJIaBHBIC CIICIIMAINCTBI pernoHoB Poccuiickoit Mene-
paluu B 00JIACTH ITyJIbMOHOJIOTUM M CMEXHBIX CTICIIH -
AJIbHOCTEM.

DkcnepramMu MpoBeJeH BCECTOPOHHUM aHaIU3 CO-
BPEMECHHBIX TePaNeBTUICCKUX CTpaTEeTUii M METOIOB
npodunakTuku ocinoxHeHuit BI1. Ocoboe BHUMaHue
OBLIO YAEJIEHO pe3yIbTaTaM KIMHUYECKUX MCCAeTOBaHU I

1T pa3bl Mo mpuMeHeHMIO Tipernapara rekcanenTruaa CyK-
umHaT (AMOepBuH® [TyeM0). [To MTaHHBIM UCCIIEIOBAHUST
He TOJIbKO MOATBEPKIEHBI €ro BhIicoKasi 3(D(heKTUBHOCTD
U OJIaroNpUSITHBINA MpoduIb 6€30MacHOCTU, HO U 000-
3HAYCHBI HOBBIC TOPU30HTHI €T0 IIPUMEHEHHUS B TepaIrTi
ILIAPOKOTO CIIEKTPaA IMaTOJIOTUIA.

B xone o6cyxneHus ObII0 OTMEUYEHO, YTO B COBPEMEH-
HOW KJIMHUYECKOU MPaKTUKE OMHUM U3 BaXHEUIMX dax-
TOPOB CTAHOBUTCS KOMOPOMIHBINM TTpO(UIIb MalleHTA,
KOTOPBIN BBICTYAET B POJI TPUITEPA MATOJIOTUISCKOTO
Kackaja, MpUBOJISIIETO K LIMTOKUHOBOM AU3PETYISIIUN
U KpUTUYECKUM ocioxHeHussM, Bkioyas OPIC. Tlep-
CHCTHPYIOIIee BOCITAJICHUE CITOCOOHO COXPaHSIThCS JaxkKe
IocJie KIIMHUYIECKOTO YIYYIIIEHMSI, YTO CBSI3aHO C OTIa-
JIEHHBIMU OCJIOKHEHUSIMU U TIOBBILIEHUEM TOJITOCPOYHOM
cMmeptHocTH [1—5]. CBoeBpeMeHHast aHTUOaKTepruabHas
Teparus COXPaHsSIET CTATyC «30JI0TOTO CTaHAapTa», HO €€
TPaIUIIMOHHBIE TIPOTOKOJIBI B PSIIE CITy4aeB OKa3bIBAIOTCST
HEeI0CTaTOYHO 3((EeKTUBHBIMU 7151 KyIMPOBaHUS Hapa-
CTAIOLIEH CUCTEMHON BOCMAIUTEIbHOW PEAKLINMU.

B BBICTYIIIICHUSAX 3KCIEPTOB MTOTYEPKUBAJIACH aKTy-
aJIbHOCTh Ha3HAYCHUS TTAaTOTeHETUICCKOM Tepanuu, Ha-
MpaBJIeHHOM Ha PEryJIsII1i0O UMMYHHOTO OTBeTa JIJIsl 00ec-
rnedyeHus: 6ojee HaAeXKHOro MPOrHOo3a U CTaOUIU3aLluu
marerTa. Oco0yIo BaXXKHOCTh 3TO MMPHOOPETACT B CBSI3U
C TeM, 9TO TIPUMEHEHNE CUCTEMHBIX TTTIOKOKOPTUKOCTE-
POMIOB U AaHTULIUTOKMHOBBIX MPENapaToB COMPSIKEHO
C PUCKOM MMMYHOCYIIPECCHH, BTOPUYHBIX MH(EKIMi
1 YXYIIICHUS TIPOTHO3a Y UMMYHOKOMITPOMETHPOBAHHBIX
OOJIbHBIX.

B kauecTtBe e1iie 01HOTO BaXKHOI'O acleKTa Teparuu 00-
cyxXaajach HEOOXOAUMOCTb OPraHOMPOTEKIIUHY, TOAIEP-
JKaHUSI MUKPOIUPKYJISIIIAN U YCKOPEHUS perrapaTUBHBIX
MPOIIECCOB B JIETOYHON TKaHU, MTOCKOJbKY UMEHHO 3TH
akTOpbl ONPEeSIOT 1OJATOCPOUHBIN MTPOTHO3 U (PYHK-
LIMOHAJIbHOE COCTOSIHUE AbIXaTeIbHOW CUCTEMBI.

B cBeTe 0003HaYE€HHBIX aKTyaIbHBIX MPOOJIEM B (pap-
makotepanuu Bl skcrniepraMu BbICOKO OLIeHEHBI pe3yJib-
TaThl MPUMEHEHHS MpernapaTta rekcanenTuaa CykKiuHat
B paMKax KinHuueckoro uccienoBanus 111 ¢assbl.

ITpenapar rekcanentuaa CykuuHar (Tuposui-D-ana-
HUJI-TIULIII-(eHUIaTaHUI-IeHIIMI-apTMHIHA CYKITU -
HaT) 00JiaJjaeT YHUKaJIbHBIM KOMILJIEKCOM (hapMaKoJIo-
ruyeckux 3¢ eKToB:

*  IIPOTHUBOBOCIIAJIUTEIHLHBIM;

*  MUMMYHOPETYIUPYIOIINM;

*  AHTUOKCHUIAHTHBIM;

* penapaTMBHBIM;

*  OPTraHONPOTEKTUBHBIM JCIICTBHEM.

I1pu Bo3aeiicTBUM mpemnapaTa HabmogaeTcs apdex-
TUBHOE CHUXXEHUE YPOBHEN MPOBOCIAIUTEIbHBIX IIUTO-
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Asodees C.H. u dp. Bo3MOXHOCTH IPUMEHEHMsI MperapaTa reKcarnenTuia CyKImHaT B hapMakoTepanuy 3a001eBaHUit OPraHOB JAbIXaHUsI

kuHoB (MHTepaeiiknHoB (IL)-1, IL-6, ¢pakTopa HEKpo3a
OTYXOJI-0., OeJIKa TPYTIIBI SIZIEPHBIX HETUCTOHOBBIX OeJT-
koB HMG (High-Mobility Group protein Bl — HMGBI1),
TOPMOXEHME Pa3BUTHS «LIMTOKMHOBOIO ILITOPMAa», YBe-
JIMYEHUE ColIepKaHUs TpoTUBOBocHanuTeabHoro I1L-10,
VEGF (dakTop pocta sHI0TENUSI COCYI0B), OBICTPOE
YMeHBIIeHNE KIMHIYECKUX 1 TAOOPAaTOPHBIX TTIPU3HAKOB
BocrniasieHus ** [6—8].

ITo naHHBIM KJIMHUYECKOTO UCCIIeIOBaHUS TIpenapara
rekcarenTuaa CyKIMmHaT MpoJIeMOHCTPUPOBaHa KIIMHU -
yeckast 3 (PeKTUBHOCTD, TIPEBOCXOASIIAS TAKOBYIO Y ITa-
IIMEHTOB TPYMITBl CPaBHEHMSI, BKIIIOUAsT KOMOPOMIHBIX
60abHBIX** [7]. Yxe Ha 3-11 JeHb Tepalmuu OTMe4aaoCh
CTOIKOE 00JIeTYeHre CUMITTOMATUKY (Kallesib, BblAeIe-
HH€ MOKPOTbI, CJ1abOCTh, 03HOO U Ap.), HOpMaAIU3aLUsI
TeMIIepaTyphbl, TTOBBIIIIEHNE YPOBHS KMCJIOPOIa B KPOBU
(SpO,), bricTpoe cHmxeHue ypoBHs C-peakTUBHOTO Oe-
Ka, YTO YKa3bIBaeT Ha OBICTPHIN 3h(PeKT MPOTUB BOCTIA-
JINTEJIBHOTO KacKama** [7].

OTmenbHO OBLT PACCMOTPEH BOIIPOC BPEMEHHU CTapTa
raToreHeTUYeCKoi Teparuu. 1o MHEHUIO SKCIIEPTOB, OIl-
TUMaJIbHBIM SIBJISIETCSI MAaKCUMaJIbHO paHHee Ha3HaYeHUe
Iperiapara reKcamnernThaa CYKIMHAT ¢ eT0 IPOTUBOBO-
CMTAIMTEIBHBIM 1 UMMYHOMOIYJIMPYIOIINM ICHCTBUEM,
T. K. B CJlydae OTCPOYKM MPOTHBOBOCTAUTEIHLHOMN Te-
parnuu MOXeT 3HAYUTEJIbHO CHU3UTHCS 3 (PEKTUBHOCTh
JICYCHMST Y YBETMIUTHCS PUCK OCIIOXKHEHUI, B T. 4. Y T10-
JKWJTBIX I KOMOPOMIHBIX MTAIleHTOB.

ITpu o6CcykaeHMM BO3MOXHOCTE TpUMEHEHUS Tpe-
rapaTa TekcarnenThaa CyKIIMHAT y9acCTHUKaMU COBella-
HHS OTMEUEeHBI HanboJiee TIepCITIeKTUBHBIC 00IaCcTH IS
JTaTbHEUIIIero N3yJ4eHus 1 Ha3HaYeHUs mpenapara. B ka-
YeCcTBE MPUOPUTETHBIX HAMPaBJICHW BblAeIeHa Tepanust
000CTpeHUIT XPOHUYECKOI OOCTPYKTUBHOM OOJIE3HU JIeT-
KUX, JICICHUE TTOCIEeICTBUI OCTPOTO HAPYIIIECHHS KPOBO-
oOpaIleHUs 1 KOMITJIEKCHOE JIeYeHHE TTaHKpeaTuTa. DT
cepbl CTaHYT KJIIOYEBBIMU IJI51 JaTbHEHIIIUX UCCIIeI0Ba-
HUI U BHEIpeHUsI Mpernapara B MpakTUKy [9].

ITo ntoram cosemanusa CoBera 3KCHEePTOB CHAEIAHBI
cJIe/yIoNIMe BbIBOIBI M TAHBI MPAKTHYECKHE PEKOMEHIAIMMN:

1. B cuity Texymiei 3TMaeMUOJIOTHISCKOM U KITH-
HUYECKOM CUTyallnu TpeOyeTcs pacIInpeHe apceHaia
MaTOTEeHETUYECKUX CPEACTB IJIST TOBBIIeHUS 3P deK-
TUBHOCTU JICUCHUSI, CHUKEHHUS YaCTOThI OCJIOXHEHUN
W YMEHbBIICHUS ITJINTEIIbHOCTU TOCITUTAIN3ALUN TIPU
tepanuu BII.

2. I[Ipu Ha3HAYeHUU TIpernapaTa rekcamnenTuaa CyK-
LIMHAT ToBbIIaeTcs oo1as 3¢ HEeKTUBHOCTD JIEUSHUST
1 YBEJIMIMBACTCS CKOPOCTh TOCTVIKEHUST KITMHUYECKOTO
sddekTa B KoMITIeKCHOM Teparu BI, ero mpuMmeHeHne
(hapMaKO3IKOHOMUYECKH 11eIecO00pa3HO 1 00eCIIeYnBaeT
ONTUMU3ALIUIO PECYPCOB CUCTEMbI 31PaBOOXPAHEHMSI.

3. BeeneHue B Teparuio rnpernapara rekcarnenTtmaa Cyk-
LIMHAT TTO3BOJISIET:

*  IOCTMYb IIPEUMYIIECTBA B TTOKA3aTe/ISIX paHHEH KT~
HUYecKoi 3(HEeKTUBHOCTU (JOCTOBEPHO MOBBLICUTH
JIOJTIO TIAIIMEHTOB, Y KOTOPBIX JOCTUTHYTO OOJIee paH-
Hee KIIMHNYEeCKOoe U3JICUeHIE);

* CYIIECTBEHHO YCKOPUTh HACTYIUJICHUE KIMHUYECKOMN
CTaOUIBbHOCTH, 00JIErYeHUsI OCHOBHBIX CUMIITOMOB
(Ka1meab, OObIIIKA, MHTOKCUKAIIWS, ACTCHUS U JIP.).

*  IOCTWYb PAIlMOHATBHOTO M 0O0CHOBAHHOT'O COKpAIIIE-
HUSI KypCOB aHTHOAKTEpUaIbHOM Tepanuu 0e3 moTepu
KJIMHUYECKOUN 2(PEKTUBHOCTHU, CHIXAsI PUCKU PE3U-
CTEHTHOCTH K aHTUOAKTepHaIbHBIM TIpEIIapaTaM;

* YMCHBIIUTH BEPOSITHOCTH OCJIOXKHEHUI U TIOHU3UTh
IJIATEJIbHOCTh TOCTIUTAIM3AlMY, YTO OCOOEHHO aK-
TyaJIbHO JJIsI KOMOPOWIHBIX MAlIUEHTOB;

* 00eCITeYnTh BBICOKMIT CTaHIAPT 0€30TTaCHOCTH U XO-
POIIIYIO IEPEHOCUMOCTh TePAITiH, B T. Y. y TTAIIUEHTOB
C CONYTCTBYIOIIMMU PUCKAMU.

4. lNpenapat rekcarnentuaa cykKimHatr AMGepBrH®
[TyaeMO peKOMeHI0BaH K BKIIIOUCHHIO B KIMHUYCCKIE
pekomeHaauuu 1o tepanuu BIT y B3pocabix U cxeMbl
KOMIIJIEKCHOI Teparuy TOCIUTaIM3UPOBaHHBIX Mally-
eHToB ¢ BII He3aBucuMO OT nmpoduisi KOMOPOUIHOCTU
U TSDKECTH COITYTCTBYIOIINX 3a00JIEBaHMIA.

OnTruManbHOE BpeMsl Hadala Tepaliy IperapaToM TeK-
carnenTuaa CyKLMHaT — cpa3y IpU MOCTYIUIEHUU B CTallMO-
Hap, OMHOBPEMEHHO CO CTAPTOM CTAHIAPTHOTO JIEYEHUS.
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B penaxkiuio XypHajia o0paTHIICS YMTATEb C BONPOCOM O COBPEMEHHOIi TPAKTOBKE CHHIPOMA MOBbIIIEHHO¥ MPO-
aunaemoctn Kamuuisipos (CIIIIK). Ha Bompoc oTBevaer riaBHbIii peaakTop KypHaaa Asexcandp Ipuzopvesuyu

Yyuaaun.

B npennaraemom otBete comepxkutcs WHpopmanusa Kak 00 mauonaTuieckoi, spoxaenHoii popme CIIIIK, Tak
u 0 sToprmyroM CIIIIK. C yueToM 3HAYNTEILHOIO 00beMa HH(OPMALMH B TEKyIIeM HOMepe JKypPHAJIa MpeacTaB-
JIeHO ONMCAaHHe WINONATHIECKOI (hopMBI CHHIPOMA, a B clieaywmeM Boimycke (Ne 4 / 2026) OyaeT paccMoTpeHa
propuynas ¢opma CIIITK. O6e ¢opmbr CIIIIK o0benuHsieT KIMHNYECKOe HAOJIOAEHHME, TPEICTABICHHOE

H.O.Kpiokosoii 1 COABT.

WUnuonatuueckas nmepBUYHas BpoxXAeHHas dopMma
CUHApPOMA MOBBIIIEHHON MPOHUIIAEMOCTH KaITUJIJISI -
pos (CIITIK) Bnepsbie Obi1a onucana B.Clarkson et al.
[cM. TuTEepaTypHbBIi UCTOYHUK]|. B 1utepaType MoxXxHO
BCTPETUTD OMMCAaHUE KIIMHUYECKUX HaOIIOACHUI, KOTO-
pble TpakKTOBaIMCh Kak 0osne3Hb Knapkcona (Clarkson’s
disease), TIpy 3TOM TTOAYEPKUBAJIACh POJIb MOHOKJIOHAITb-
HOW raMMariaTuu.

Hrak, CIIITK oTHOCUTCS K UMCTY PeIKUX MTaTOJOT M-
YECKUX COCTOSTHUI, YEeTKOTO TPEICTABIICHUS O €ro pac-
IpocTpaHeHHOCTH HeT. OMHAKO CUHIPOM paccMaTpHrBa-
€TCsI KaK >KM3HEYTPOKAOIIIee IMaTOJIOTUIECKOS COCTOSTHHE,
0 YeM CBUAETEJbCTBYIOT TUIIOTOHUS, OTEUHBI CUHIPOM
U CUCTeMHas TUCOYHKIUS SHIOTEIUS, TTPUBOISIIAs
K (YHKIIMOHAJIBHBIM HapYIIEHUSIM KPUTUUECKU BaXKHBIX
OPTaHOB M CHCTEM YeJIoBeuecKoro opranusma. [Ipemnrro-
JlaraeTcsl, 4To CYILEeCTBYET BPOXKIAEHHasl Mpeapacioso-
SKEHHOCTB K TMOBBIIIEHHON MMPOHUIIAEMOCTH KaITWIISIPOB,
IIpY 3TOM JaHHbIe 0 MEeHIeIeBCKOM TUTIE HAaCICIOBaHMUS
OTCYTCTBYIOT.

OCHOBHBIM MaTOGMU3UOIOTUUYECKUM MEeXaHU3MOM
CIIIIK gBasieTcs nernoHMpoBaHUE B MHTEPCTULIUAT b-
HOI TKaHU 00TaToi 0EJTKOM KUIKOCTHA. DTOMY ITPOLIECCY
TIPEAIIeCTBYET TUTIEPIUTOKMHEMMUSI, C KOTOPOi1 CBSI3bIBa-
€TCs MOBBILIEHHAd TPOHULIAEMOCTDb DHAOTENINAIBHOIO
cJ1osT KanyutsipoB. KOHTaKThI MEXKITY SHIOTEIMOIIUTAMM
noaaepkupatorcs 3a cuet VE-kaarepuHoB 2-ro Tumna.
CurHanbHas cucTeMa, GPyHKIUEN KOTOPOU SIBIISIETCS
peryJiMpoBaHue B3aUMOAECHCTBUSI MEXIY SHAOTEIUEM
1 OKPYKAIOIINMU €T0 KJIETKaMU, HapylIaeTcs Ipyu CHU-
JKeHHOM KOHIICHTPALMU KaareprHa, 9YTO W IIPOUCXOIUT
nipu CITIIK. IMpu peunnuse CITITK B cbIBOpOTKE KPOBU
y IALIMEHTOB PETUCTPUPYETCS MOBBILIEHHOE CONEPXKaHUE
SHIOTEINAIBLHOTO (paKTOpa POCTa COCYIOB, UTO KOCBEH-
HO CBHUIETEIBCTBYET O TTOBPEKICHUM SHIOTEINOILINTOB.
I[TonoOHBINM MpolLecC MPOUCXOAUT TIPU JIEUEHUU UHTEP-
neiikuHoMm (IL-2).

ITaTorenetnueckyto posb npu pazsutuu CITTTK wur-
paet mrcbajaHC BO B3aMMOICHCTBUM aHTHOIIOSTHUHA-2
1 Tupo3uHKuHa3Horo penenropa (TIE-2). Tupo3unku-
Ha3HbBIN PeLENTOpP SKCIPECCUPYETCs SHAOTEINOIIUTAMH,
P TTOBPEXKICHUH KOTOPBIX IPOUCXOIUT HapyIICHHUE
rpoirecca hochopUINPOBAHNSI, YTO COCTABIISIET OCHOBY
HapylieHUs B3auMoneicTBusg anruonostuHa ¢ TIE-2.
DTU MOJIEKYJIIPHO-0MOJIOTMYECKUEe MEXaHU3Mbl OITUCAHBI

TakkKe MpU OBapUaIbHOU IMIIEPCTUMYIISILIMMI, TIPU KOTO-
poii moxeT pasBuBaTbest CITITK.

dpyrum mMapKepoMm OUCOHYHKINHU SHIOTEIUS TIPpU
CIIIIK saBasieTcst MOBBILIEHNUE B CBIBOPOTKE KPOBU YPOB-
HSI MEIUATOPOB BOCITAJIMTEIbHON peakuuu — dakTopa
Hekpo3sa onyxonu-a (TNF-a) u neiikoTpueHoB.

KnnHnueckoit MmaHugectalmy uauonaTudecko ¢gop-
Mol CITIIK npenmrectByeT nmpoapomManbHast dasza. Pakro-
paMmu, mpeapacrojararoiiMu K pa3BUTUIO TIEPBUYHOTO
unuoriatudyeckoro CITITK, sBasitorcs caeayroliye:

* ocTpblec MH(PEKINMOHHBIC 3a00JIeBaHNUST BEPXHUX IbI-

XaTeJbHbIX IYTEW;

+ COVID-19;
* TIOBBIIIEHHAS (pU3MUYECKast Harpy3Ka.

Craenyet moguepKHYTh, uTo Tpurrepsl CIIIIK, kak
npaBuiio, oTcyTcTBYIOT. [IpoapomanbHblii mepuomn 0oJe3-
HU MOXET MPOTEKaTh B TeUEHUE HECKOJIBbKMX THEH U ITPo-
SIBJISIETCS] TAKMMUY CUMITTOMAMM, KaK OJIUTYPHS 1 00IIast
cl1ab0CTh, pa3BUBACTCS OTCYHBIN CMHAPOM, OITUCAHBI
CUHKOITAJIbHBIC COCTOSTHUSI, HEMOTHBUPOBaHHAsI 00JIb
B XXMBOTE, MUAJITUU, MTOJUAUTICUSI, PE3KOE MOBBIIIICHUE
Macchl TeJia 6ojiee yeM Ha 5 Kr. OfqHako cliefyeT MoayepK-
HYTb, YTO KJIMHUYECKUE TTPU3HAKY TTPOAPOMATBHOM (pa3bl
CIITIK, xak mpaBUJIO, CTEPTHI, B TO BpeMs KaK DKCTpa-
BacKyJisipHas ha3a MpoTeKaeT Bceraa BHE3arHO U UMeeT
JKM3Heyrpoxarouuii xapaktep. Hanbosiee xapakrepHbIMU
nposBieHusIMEU 3To# pa3bl CITITK gBiasioTcs rumoBo-
JIEMUSI, OTEUHBIN CUHAPOM M TUCGHYHKIINS KU3HEHHO
BaXKHBIX OPTaHOB (CepIle, JIETKUE, TOYKH).

ITepBBIMU TIpU3HAKAMU KIWHUYECKON KapTUHBI
CIIIIK sgBasgioTcs reMogMHaAMUYeCcKHe TTapaMeTphl —
TUTIOBOJIEMUSI W TUIIOTEH3MUSI, KOTOPbIE Pa3BUBAIOTCS
Ha (poHe reHepaIM30BaHHOTO OTEYHOT0 CMHApoMa. Ku-
KOCTb aKKyMYJIMPYETCSI B OPIOIIHON U IUIEBPAJIBHBIX ITO-
JIOCTSIX, TIepUKap/e 1 9acTo IMPOTEKAET 10 TUITY aHACAPKH.
Crenyet oOpaTUTh BHUMaHUE Ha TOT (haKT, YTO BHYTPH-
COCyIMCTasi TMTIOBOJIEMUSI MOXKET ITpoTeKaTh 0€3 Mpru3Ha-
KOB TUNOoTeH3UH. ['eMognHaMnJecKast HeCTaOMIIBHOCTh
YCYTYOIISICTCST BEHTPUKY/ISIPHON TUCHYHKIINEH OTEIHOTO
MMOKapa, YTo TAKXKe UTPaeT BaXKHYIO POJIb B (hopMUpOBa-
Huu runoteH3un y auil ¢ CITTIK. I'unmoBonemus siBasieTcst
MMPUYMHON CHYDKEHUS TaBJICHUS B IOTYJISIPHBIX BEHaX, Cy-
XOCTH CJIM3KUCTOM MOJIOCTU pTa, KOTOPAask COITPOBOXKIACTCS
JKaXKIOM, a TaKKe KOJIATICOM TIOJION BEeHHBI (vena cava),
€CJIM HeT MPM3HAKOB KapAUOTeHHOro II0Ka.
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OTeuHBblii cMHAPOM pas3BuBaeTcs y 50 % OOJNbHBIX,
a ero KJIMHU4YeCKue MPOosSIBJIEHUS 3aBUCST OT CTENEHU
tskectu CIITIK. Tsokenas hopMa CHHIpOMa COTIPOBO-
JKIaeTcsl pa3BUTHEM aHACApKU; TATTMYHBIM ITPOSIBJICHUEM
SIBJISIETCS] PA3BUTHUE CEPO3HBIX OTEKOB — IJIEBPUT, TepU-
KapIWT, M30JIMPOBAHHBIN acuT. KITMAMYecKast KapThHa
CIIITK MOXeT MOTOTHSTHCS TAKIMMU TIPOSIBJICHUSIME, KaK
OCTpbIi TYOYJISIDHBIM HEKPO3 MOYEK, MUAJITUU, SHTEPO-
naTtus, auchyHkuus neyeHu. [pu nadopartopHoii guar-
HOCTUKE BHUMaHUE CIAeAYET 00paTUTh B MEPBYIO OUEPelb
Ha TeMOKOHIeHTpanuto, 9To otiandaet CITIIK ot npyrux
¢opm mroka. [ToBeIIIaeTCsS reMaTOKPUT, YBEININBACT-
¢Sl YMCJIO HEHTPO(MUIIOB, TTPU 3TOM YKUCJIO TPOMOOILIUTOB
He BO3pacTaeT, YTO MUMEET TakKxKe TMarHOCTUYeCKOoe 3Ha-
yeHue. ['eMaTOKpUT MOXET MOBbIIIATLCS 10 60 %, 4TO
CBUIETEJIbCTBYET O TNIyOOKOM TUITOBOJIEMUM.

ITaTorenetnueckum mapkepoM B guarHoctuke CITITK
siBJIsIeTCsl runoanboymuHemusi. ConepkaHue alb0yMuHa
B CBIBOPOTKE KPOBHM MOXKET ITOHMKATHLCS 10 3 T / [T, B OT-
TEJTBbHBIX CIIyJasiX peruCTPUPOBAIHUCH ellle OoJiee HU3KIME
nokazateau — 1,7 r / 1. Takum o6pa3om, KIIMHUYECKast
KapTUMHA UAMONATUYECKOTO MEPBUUHOIO BPOXKIEHHOTO
CIIIIK xapakTepu3yeTcst KIIaCCMIeCKOM TPUATO CHMII-
TOMOB:

* BHE3aIlHOE Pa3BUTHE I'MITOTEH3UM;

* TeMOKOHIICHTpAIIVSI;

*  TUIIOATLOYMHHEMMUSI, Ha (DOHE KOTOPOIl pa3BUBACTCS
TeHepaJTu30BaHHbIMA OTEYHBI CUHIPOM.
®dasza paspemennst CITTIK pasBuBaeTcst Tak ke BHE-

3aImHO, KaK U Bo3HMKIa. HayaabHBIM MpU3HAKOM T0JI0-

KATEJIBHOTO pa3pellieHrs CUHIPOMA SIBJISIETCST CHIDKCHHE

IMOTPEOHOCTU B KOJIMYECTBE BBOIMMOTO BHYTPUBEHHO

(h13MOIOrMYEeCKOro pacTBOpa 1 MOBBIILIEHNE KOHIIEHT-

panuy aTb0OyMUHA B CBIBOPOTKE KPOBH.

B nuarnoctmyeckyto nporpammy CITITK BkitoueHb!
CJICIYIOIINC aHAJTU3bI:

* pacClIMpPEHHbIN aHAIU3 KPOBU;

* ornpenesieHue KoaryasilIMOHHOIO CTaTyca;

*  (epMEHTHI TICYCHM;

* OIpeesieHre YPOBHEH TPOITOHMHA, MO3TOBOTO HaT-
puitypetudeckoro nentuna (Brain Natriuretic Peptide —
BNP), nakrara;

*  WMUIXK-IUArHOCTUKA;

* YJIBTPa3BYKOBOE MCCJICIOBAHUE OPTaHOB OPIOITHOM
TOJIOCTH.

JIOTIOJIHUTENIbHO PEKOMEHIYETCSI UCCIEA0BAaTh Chl-
BOPOTOYHYIO TPUIITA3y, TOPMOHEI IITUTOBUIHOM KEJIe3Hl,
TIPOBECTHU AXOKApAUOTPadUIO 1 ONPEISINTh KOHIICHTPA-
1110 heppUTUHA B CHIBOPOTKE KPOBU IJISI UCKITIOUSHUS
reMo¢arouMTapHoOro JUMGOrucTUOLMTO3a. YUUThIBAsI TOT
akT, uto 6onee yem B 80 % ciyyaes CITITK Bo3HMKaeT
Y JIULI C 3aPETMCTPUPOBAHHON MOHOKJIOHAJIBHOIM raMmaria-
TUEH, pEKOMEHIYeTCs 00s13aTeTbHO UCKITIOUUTD OEJIKOBYIO
JIUCKpa3nio. B KIMHUYecKol mpakTUKe PEKOMEHIYeTC s
TaKKe OLICHUTH MTapaMeTphbl TUCHYHKIUU TICIeHU U UC-
CJIeIoBaTh CYTOYHYIO MOUY Ha IIPeaMET COIepKaHMsT OeTKa.
DTU UCCiefOoBaHMsI HEOOXOAMBbI /151 UCKTFOUEHUST UHOM
MPUPO.bI TUMoaTboyMuHeMuu, Hexenu CITTTK.

JunddepenimanbHas guarHoctuka CITTTK mpoBoauT-
¢Sl C CENTUYECKUM IIIOKOM, HAATTOYEYHUKOBBIM KPU30M,
aHadmwIakcueit, KapaIUOTeHHBIM IIIOKOM, MUKCEAECMOM
1 TeMo(aroUTapHBIM JTUMGbOTUCTUOLUTAPHBIM CUHIPO-
MoM. [Tpu Bcex ykazaHHBIX 3a001eBaHUSIX MOXKET pa3Bu-
BaThCST BTOPUYHBIN CTHIPOM TTOBBIIIIEHHOM KaIISIPHON
IMPOHUIIAEMOCTH, pe4Yb 00 3TOM ITOMIECT BO BTOPOI YaCTH
OTBETa Ha MTOCTYNUBLIEE B PEIAKLINIO TUCbMO C BOIIPOCOM
o coBpemeHHoI1 TpakToBke CITITK.

Lenwio neyenust CITTIK B akcTpaBacKyisipHOii (hase,
B TIEPBYIO O4Yepedb, SIBISCTCS OLIEHKA IeTTOHUPOBAHUS
KUIKOCTU M KOHIICHTPALIMK aJIbOyMHHA B CHIBOPOTKE
KPOBHU, a TaKXKe NPYrux OEJIKOB B MHTEPCTUIIMATbHOMN
TKaHu. Koppeklusi runoBojeMUr MPOBOAUTCS MyTEM
omnpenejeHUsT 00beMa BHYTPUBEHHOTO BBeIeHUS (hu-
3MOJIOTUYECKOTro pacTBopa. HeamekBaTHOE KOIUUECT-
BO pacTBopa, BBOAUMOIO BHYTPUBEHHO, MOXET CTaTh
MPUUUHON Pa3BUTUSI HEKAPAUOTEHHOIo OTeKa JIeTKUX.
PexoMmeHmyeTcst OLIEHUTH BOTHO-3JICKTPOIUTHBIN CTaTyC
MalUKMEeHTa, MPU ITOM HEOOXOAUMO U3YYUTh CIAEAYIOLINE
roKa3aTeJu:

*  XapaKTepUCTHKA OTEUHOTO CUHApOMa (CEpPO3HbIE OTe-

KU, aHAcapKa, OJINTYPHUSI);

+ o0mras Macca Tena;

* JaBJIEHUE B IOTYJSIPHON BEHE;

* nepdy3usi OTAeIbHbBIX OPTaHOB;

* YpOBEHb JIAKTATa;

* apTepuajbHOE IaBJICHNUE;

*  KUCJOTHO-ILEJIOYHOI OanaHc;

*  AKKYMYJISILIMS XKUAKOCTHU B IJIEBPaJbHBIX MOJOCTSIX;
s auypes.

OngHUM CIIOBOM, HEOOXOIMMO MPOBECTH YIIyOJIeHHOE
kauHuueckoe oocnenoBanue 6ojbHoro ¢ CITIK. C yye-
TOM TOTO, YTO IaHHBII CUHAPOM OTHOCUTCS K UMCITY K13~
HEeYTpOXalolINX, JUAarHOCTUIECKas IIporpaMMa TOJKHA
OBITH BHITIOJTHEHA ex tempero. [1py BHyTpMBEHHOM BBeElIe-
HUU pacTBOpa CJIeAyeT MPUACPXKUBATHCS KOHCEPBATUBHOMN
TakTUKU. Kprcrammonas! BBoasaTcs B mo3e 30—45 mir / KT,
T. e. 2—3 1. Kpurepuem s3(pHEeKTUBHOCTH TepaIliy SIBJISICT-
CsI BBIXOJ OOJTBHOTO M3 TUTIOTCH3WH U YBEIMUCHUE TNYpe-
3a. B ciyyasix pe3ucTeHTHOCTU K BBOIMMBIM KPHCTaJIO-
UIaM PEeKOMEHIyeTCs Ha3HAYNTh KOJUTOUABI — 25%-HbIi
anp0yMuH 13 pacyeta 1,5 v / kr. [1pu coxpaHstomeiics
TMIIOTEH3UU 1 HU3KOM AUype3e Ha3HaYaIoT Ba30IIPEeCCOPHI
U UHOTpoOIIbL. Tepanueil pe3epBa cuuTaeTcsl Ha3HaYEHUE
CTpecc-103 TJIOKOKOPTUKOCTEPOUIOB U BHYTPUBEHHOE
BBeICHIE MMMYHOIJIOOYJIMHOB B Tipenenax 15—20 1. B -
TepaType Takxke 00CyXmaeTcsl IpUMEHEHNE SKCTPaKop-
MopajbHOI reMoKcureHauu. B kauecTBe nMpeBeHTUBHOM
Teparuu NpuoerarT K CUCTeMaTU4eCKOMY BBEIEHUIO UM-
MYHOTJIOOYJIMHOB, OJIHAKO JloKa3arejibHas 6a3a apdek-
TUBHOCTH 3TOTO METO/IA JICUCHHUS OTCYTCTBYET.

NutepatypHblit ncTouHuK | Reference

Clarkson B., Thompson D., Horwith M., Luckey E.N. Cyclical edema
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Ha moHorpachuio C.10.[ABopeukoro u A.J1.AkonoBa
«MpakTuyeckoe pykoBOACTBO MO TOpaKanbHON XUPYPrum»

Critique Review by Academician of the Russian Academy of Sciences,
Doctor of Medical Sciences, Professor A.G.Chuchalin of the monograph
by S.Yu.Dvoretsky and A.L.Akopov “Practical Guide to Thoracic Surgery”

C.10. Oeopeukni
A1, Akonos

Mo TOPAKAJIbHOWM
XUPYPI'MM

B 2026 r. uznarensctsom TDOTAP-Menua BbinylleHa
Mmonorpadust C.FO./Jsopeykoeo u A.JI. Axonosa «I1pak-
TUYECKOEe PYKOBOICTBO MO TOpPaKaJbHOUW XUPYPTUU».
PernieH3eHTOM M31aHUs BBICTYNWJI 1. M. H., Tipodeccop,
3aBeayolnit Kadeapoit GTU3NONyJIbMOHOJIOIMU U TO-
pakanbHO#t xupyprun ®I'BOY BO «CeBepo-3amanHbiit
roCyIapCTBeHHBIN MEIUIIMHCKUN YHUBEPCUTET UMEHU
N.N.MeunukoBa» MUHUCTEpPCTBA 3IpaBOOXpaHEHUS
Poccuiickoit @enepauvu A. B. Eabkun. ABTOPCKUIA KO-
JIEKTUB COCTaBUJIN 13 BeAyIInX CIICIIMATICTOB HEOTIOXK -
HOW MEOULIMHBI, OTIEPATUBHON XUPYPTUU, T. Y. IETCKOM,
BPauyr-3HIOCKOIKCThI, OHKOJIOTU, PEHTTEHOJIOTH.

B TeyeHue nocnenHux 2 et B XXu3Hu Poccuiickoro
pecIUpaTOpHOTO OOIIEeCTBA IMPOU3OIUIN 3HAKOBEIE CO-
obiTus. Tak, B 2025 r. BBIMYIIEHO B CBET 5-TOMHOE PYKO-
BOJICTBO IO peCNUPaTOPHOI MeAulIMHe. 3a MocaeaHue
15 et 310 y2ke 3-i BBINYCK, KAaUeCTBEHHO OTJUYaIOLIN -
CsI OT MpebIayInX. YMCI0 aBTOPOB, KOTOPHIE TIPUHSIIN
y4JacTHe B TTIOATOTOBKE U BBIITYCKE PYKOBOICTBA, IPEBBICH -
710 300 yyeHBIX, T. €. B TIpOLIeCC ObLIM BOBJICUEHBI TyJIlIne
CMELIMAJIUCTHI CTPAHBI, 00bEM PYKOBOACTBA TTPEBBICHIT
3 000 crpanuu. Takum 0Opa3oM, BIEpBEIC B UCTOPHUU
POCCUICKOM ITyJIbMOHOJIOTM PA3JIMYHbIE ACIEKThI IAaTO-
JIOTUU ObIXaTeJbHOM CHCTEMBI ObUIM MPEACTABICHbI MaK-

cuMaJjibHO mosiHo. OnHako pasnen «TopakaabHast XUpyp-
TUsI» BCE K€ OBbLI MpeacTaBlIeH HEAOCTATOYHO MTOAPOOHO.
Tereps 3Ta HUIIIA 3aM0JTHEHA HOBBIM M3gaHueM «[IpakTu-
YeCKOE PYKOBOJICTBO IO TOPaKaIbHON XUPYPIUI».

Yuukaneusiit Tpyn C. 1O, [sopeykoeo n A.JI. Axkonosa
COOTBETCTBYET HE TOJIbKO CaMbIM BbICOKMM TPEOOBAHUSIM
K MHHOBALIMOHHBIM MIPOEKTAM OT€UECTBEHHOM MEIUIINH-
CKOI1 TUTepaTyphl, HO M MUPOBBIM CTaHAapTaM. ABTOpaM
yIAJIOCh TAPMOHU3UPOBATh HAYYHBIE 3HAHUS B PA3TUIHBIX
obsacTsax MeauiHbI. C 0OJbIIUM UHTEPECOM YUTAIOTCS
pa3menibl, TIOCBAIIEHHBIC Pa3TMYHBIM aclieKTaM CTaHOB-
JICHUS ¥ pa3BUTHSI HAIIIMX IIPEICTABIICHU 00 aHATOMUN
1 GUBMOJIOTUN PECTTMPATOPHON MEIUITMHBL. Y TMBUTEIICH
KJIMHUYECKU OMBIT XMPYPTOB B Pa3IMUHBIX OTAEIaX TO-
paKaJbHOM MATOJIOTUH. ABTOPHI IIEAPO AEIISITCS CBOUM
OITHITOM KaK B IMaTHOCTHKE, TaK 1 ONICPATUBHOM TEXHUKE.
PykoBoICTBO MMeeT MpaKTUIECKYIO HAIIPABICHHOCTbD.
YuTaTeab MOXET IeTaTbHO U3YUUTh Haubosee pacrpo-
CTpaHEHHBIEe 00JIE3HU PECITUPATOPHON CUCTEMBI, TTIO3TOMY
PYKOBOIICTBO TIPEICTaBIIsIET MHTepeC KaK IS TIpeItonaBa-
Teseil, Tak 1 CTyIeHTOB. [lajee B pelicH3UM MpeACcTaBIcHa
KBUHTACCEHIIMSI HEKOTOPBIX IJ1aB.

Inasa I mocBsIeHa HECKOJIBKMM aKTyaJIbHBIM pa3ze-
JIaM PECITMPaTOPHOM CUCTEMBI. XOTEIOCh OBl TIPUBJICYb
BHMMaHWE YUTATE/IsI K KIMHUIECKON aHaTOMUM JbIXa-
TeJbHOU cucteMbl. [IMOHEpOM B U3yUeHUU U TPAKTOBKE
KJIMHUYECKOI aHATOMUH B HAIIICH CTpaHe SIBJISICTCS IPO-
deccop A.JI.Akonos. DTOT pa3nes HallMCaH Ha BEICOKOM
mpodecCUOHAIIBHOM YPOBHE M ITO CBOCH BBIPA3UTEIbHO-
CTU MOXKET ObITh CPAaBHEH C U3BECTHBIM U3IaHUEM «ATJac
aHaToMuU 4yejoBeKa» Frank Henry Netter (7-e uznanue).
B 37011 r1aBe TakKe paccMaTpHUBAIOTCS TaKKe aKTyaTbHBIC
BOIIPOCHI METUIIMHBI, KAK MUKOJIOTMYECKIE 3a00IeBaHUS
JIETOYHOU MapeHXuMbl. YnTaTe b MOXKEeT 03HAKOMUTHCS
C OTTBITOM aBTOPOB T10 JICYSHHIO TTALIMEHTOB C aCTICPTHII-
JIe30M M acleprujuioMmaMu. BeicoKass KOMITETeHIIUS aB-
TOPOB TPOSIBUIIACH B KIMHUYECKOM pa3dbope OOILHOIA,
CTpajamlleil caxapHbIM 1UadbeToM, TeYeHUE KOTOPOTo
OCJIOXKHMIJIOCh HEKPO30M JICTOYHOM IMapeHXUMBI BCIIE]I-
CTBUE MYKOPMMKO3a.

IMpodeccop A.JI. Axonoé Takxke SIBAsSeTCS B Halllel
CTpaHe MUOHEePOM-HOBATOPOM B JICUEHUU MeEradyJu,
BO3HUMKAIOLIKUX NTPU 9M(PU3EeMaTO3HON AeTeHepaluu Jie-
royHoi TKaHU. [lepBas r1aBa pyKOBOACTBA XOPOIIIO MJI-
JIIOCTPUPOBAHA; YMTATETh MOXKET U3YUUTD X0 OTIepaITnii,
MPOCMOTPEB BUIEO3AMCH.
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I'masa Il pykoBoacTBa mocBsiiligHa 3a00/1eBaHUSIM Tpa-
xeu. B Poccuu ata nmpobsema pazpadbarbiBajiach akaaeMu-
koM M. HU.Ilepeavmarom, omHako B TeueHUe O6omee 20 et
[IyOOKMX UCCIIEA0BAHMI 10 3TOM MpobJieMe B Halllel cTpa-
HEe He MTPOBOAMIOCh. B HacTosiee BpeMsi 3Ta TeMa BHOBb
cTajla aKTyasibHOU B cBsi3u ¢ mpoBeneHueM CBO. Ha-
MIpUMep, TIPU SKCTPEHHOI MHTYOAIINA BOCHHOCITYKAIITNX
T10 TTOBOJY OCTPOT'O PECIIMPATOPHOTO TUCTPECC-CUHAPOMA
Bpayu CTAJIKMBAIOTCS CO CTEHO30M Tpaxeu B OTHAJIECHHOM
MOCTUHTYOAIIMOHHOM Mepuoze. B aToil rmase paccmarpu-
BaIOTCSI HE TOJIBKO ITPOOJIEMBI, CBSI3aHHBIE CO CTEHO30M
W PECTCHO30M Tpaxeu, HO U TPYTHOCTHU, BOSHUKIIUE IIPU
pa3BuTUM TpaxeoMeranuu. [IpenctaBaeH yHUKaIbHBIN
COOCTBEHHBIN OIBIT ITO TUBEPTUKYJIAM Tpaxe!u U KpyIl-
HBIX OPOHXOB.

Inasa III nmocesiieHa 3a001eBaHUSIM TPYIHOM KJIETKU.
DTOT pasaes HeI0CTaTOYHO pa3paboTaH Kak B IeauaTpu-
YeCcKOl, TaK M B TepalleBTUUECKOM TTpakKTuKe. JlaHHas
mmpo0bJjieMa 00beIUHSIET TaKMe HallpaBJIeHHs, KaK HeO-
HATOJIOTHSI M TEPOHTOJIOTHSI, T. K. OHA YaCTO OTHOCHUTCS
K pasaeny smopuonaTtuii. PaccmaTpuBaeTcsi COBpeMeH-
HBIIA TTOIXOJ K TMarHOCTHKE Y XUPYPTHUECKOMY JICUCHUTO
BOPOHKOOOpAa3HOU rpyTIHOM KJIETKU U APYTUX aHOMAJIWIA.
B »T0i1 ke TiaBe TpencTaBaeHbBI JaHHBIE 110 JICUCHUIO
OOJIBHBIX C SMITMEMOI TIJIEBPbI. DTO Apyrasi HEIOCTaTOU-
HO pa3BUTasl 00JIACTh OTEUECTBEHHOTO MPAKTUYECKOTO
3IpaBOOXpaHEeHUS. 3a TTOCIeIHNE HECKOIbKO AeCSTHIIC-
TUI JaHHAas IIpobieMa He paccMaTpuBaIach HU B paMKax
Hay4HOI, HU TIpaKTUYECKON MeaAuLMHBI. YeThipe roga
Hasaj BbIMNYylleHa MOHOrpadusi COBMECTHO ¢ Mpodec-
copoM 4. H. Illotixemom 110 nipoOeMe 00J1e3HEN TJIeBPbI.
ClemyromIumM aroM, KOTOPhIi ITO3BOJIUMT Ka4eCTBEHHO
YIYUYILIUTh BeIeHUE OOJIBbHOTO C OMITMEMON TIEBPHI, SIB-
JIIeTCS TIPEACTaBIEHHOE PYKOBOJACTBO. XOTEJIOCh Obl MPU-
3BaTh OTEYECTBCHHOE BpauyeOHOE COOOIIECTBO ITOBBICUTH
NIUMAarHOCTUYECKUI U JIeYEOHBIN MOTEHIIMAJ B BEIEHUU
MaleHTOB C SMITUEMOI TIJIEBPHI.

InaBa V nmocssieHa natojaoruu auadparmsl. OTOT
pas3zmen ciaeayeT pacCMaTpuBaTh KaK MHHOBALIMOHHBIN,
T. K. B OTEUECTBEHHOI JTUTepaType MaToJIOTuM quadparMbl
MpaKTUUECKU He 00CyXnaioTcsl. B KmnHuyeckoii mpakTu-
K€ OYEeHBb BaXKHO OICHUTH (DYHKIIMOHAJIBHOE COCTOSTHHE
KakK JICBOTO, TaK M IPAaBOTo KyIoya nuadparMel, YTO JaeT
BO3MOXKHOCTb Bpauy BBICTPOMTD JICYCOHBIIT aITOPUTM TIPU
JICUEHUN CUHIPOMA IbIXaTeJIbHBIX pacCTPOMCTB. Jluc-
byHkuus auadparmbl HabOAAETCS Y OOJBHBIX HEBPOJIO-
TMUYECKOTO MPOGIUIIs, a ee pojib B (hOPMUPOBAHUN CHHIPO-
Ma IbIXaTeTbHOI HeA0CTaTOYHOCTH ITPY HEPBHO-MBIIIICY -
HbBIX 3200JIeBaHMSIX UMEET MaTOreHETUYECKOe 3HaUEHUE.
C 0OJIBILIMM MHTEPECOM YMTAETCS pa3ie)l Mo AUAarHOCTUKE
U JIYeHHIO mradparMajbHBIX TPELK, UTO TaKXKe MMEET
0OJIBIIIOE TIPAKTUIECKOE 3HAYCHME.

ImaBa VI TecHo cBsI3aHa C Mpenblaylleil TJaaBoi, o~
HaKo B Hel TakKe paccMaTpUBalOTCs 3a001eBaHMSI T -

1IeBOJa U aHAJIM3UPYETCSl POJIb racTpolazodaraibHoil
pedIOKCHOU 60JIe3HU TPU MATOJIOTMU PeCTUPATOPHON
CHCTEMBI.

B HeKOTOpPHIX MTaBax mpeacTaBieHa OHKOJIOTUYECKAST
Tematuka. OCOOEHHO XOTeJIOCh Obl BbIAEIUTh MPEACTaB-
JIEHHYIO aBTOPaMM COBPEMEHHYIO KJTacCU(MUKAITUIO TT0 Ta-
KOI1 aKTyaJIbHOI1 Ipo0JieMe, KaK paK JIETKOro. MeauimH-
CKasl HayKa CTPEMUTEJIbHO MEHSIET TTOIXOIbI K JICUCHUTO
OOJBLHBIX paKoM Jierkoro. OmnpeaeneHHbIN Mporpecc 10-
CTUTHYT B pa3pabOTKe TapreTHOU 1 UMMYHHO TepalItiiu.
B pykoBomcTBe YMTATEIh HAWICT COBPEMEHHYIO TPAKTOB-
Ky JIEUeOHOTO aTOpUTMa pakKa JIETKOTO.

3aBepuiaercs «I[IpakTuyeckoe pyKoBOACTBO MO TOpa-
KaJIbHOU XUPYPrUM» pa3aesioM, B KOTOPOM MPEACTaBIeH
HaKOIUICHHBII aBTOPaMU OIIBIT T10 JICUCHUTO ITOPaXKeHUI
OpPraHOB JBIXaHUs Y MAITUEHTOB C TPaBMaTUIECKOI 00JIe3-
Hblo. JlaHHast TeMa 0COOEHHO aKTyajibHa B CBSI3U C HEOO-
XOIVWMOCTBIO JICUEHUS TTOJTyYeHHBIX BOEHHOCITYKAIIMI
MMHHO-B3PBIBHBIX IOBpexkIeHMI B ycaousix CBO, korma
BpayM CTAJIKMBAIOTCS ¢ KOMOMHUPOBAaHHBIMU ITOBPEXKIIC-
HUSMU Y paHEHHBIX C TPAaBMaTUYECKOI 00JIe3HbIO.

XoTeaoch ObI TPUBECTU MCTOPUIECCKYIO CIIPABKY
1O TIEPBOM YCIIEITHOM TPaHCIUTAHTALIMHY JIETKUX. Y CIIeX
OBLT JOCTUTHYT 3a CYET CJIaXKeHHOM pabOThl TMOPUIHON
KOMaHbl Bpaueii. B cocTaB 3Toit KOMaHIbI BOILILIU Bpauu
u3 Mocksbl, CankT-Ilerepoypra u Crpacoypra. Kax-
IBI Bpad CHITpaJl pellalolIyio poib B IPOBEACHUN OM-
JIaTepaJIbHOM TPAaHCIUIAHTALUM JIETKUX. Penmnuentom
B 3TOI onepaluu SBUIACh XUTeabHUIIA MOCKBBI, Bpauy
TMHEKOJIOT-9HIOKpUHOJIOT. ITo MoeMy TIpHTIIallicHUIO
B 2TOM orepaluu NpuHsu1 yuactue rpodeccop XK. Maccap,
T. K. CTaJIO TIOHSITHO, YTO POCCUICKIE TOPAKATIbHBIC X1~
PYPTU Ha TOT MOMEHT HE€ ObLIM TOTOBBI K YCIIEIITHOMY
IMPOBEICHUIO TpaHCIIAaHTAlMU. B meiicTBUTEILHOCTH
npodeccop XK. Maccap cbirpail KIIO4eBYIO POJib B MOMEHT
MPOBEACHUS caMoil TpaHcIutaHTauu. [1pu BBomHOM Ha-
pKO3¢e ITPOoU30IILIa TIepBasi OCTAHOBKA CEPACUHON AesSITe b~
HocTH, npodeccop XK. Maccap BOCCTAaHOBUJI CEPIEUHYIO
IeSITeIbHOCTh C TTIOMOIIBIO TIPSIMOTO Maccaxka. Curya-
1IUST TIOBTOPWIIACH TIPY TPAHCIUIAHTAILIMU JIETOYHBIX BEH.
Cnycts 6onee 18 yiet mociie ycrneuHon ounatepaabHOM
TpaHCIIAHTALUN JIETKUX XOTEJIOCh OBl OTMETUTH BHICOKO-
poheCcCUOHATBHYIO pabOoTy aHACTE3MO0JIOTa, OPOHXOJIOTA,
HEBPOJIOTa U Bpayeii-mmyJIbMOHOJIOT0B. bobIyio poirb
ChIrpaJiu aAMUHUCTpALIMKM OOJbHULBI U JlemapTameHTa
3MpaBOOXpaHeHMsI Topoja. bobHast TpoXKuia MOJTHOLEH -
HOM XXM3HBIO 0oJee 9 J1eT, HeMoCpeACTBeHHOM MPUIMHOM
€€ CMepTH SIBWJIOCH TPOGy3HOE JIETOYHOE KPOBOTCUCHUE.

JaHHast ucToprueckas CrpaBKa JUIIb MOTYePKUBAET
OCHOBHBIE TocTonHCcTBa HoBoro uzaanus C. FO./leopeukoeo
u A.JI. Akonosa «IIpakTnueckoe pyKOBOICTBO ITO TOpa-
KaJbHOU XUPYPTUM», KOTOPOE CIeayeT pacCMaTpUBaTh
KaK 3HaKOBOE SIBJIEHKE B OOIIIECTBE CIIELIMAIMCTOB MO pe-
CITMPATOPHOI MEINIINHE.
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lO6buneu « Anniversaries

Hukonan AHTOHOBMY [JuAKOBCKUM.

K 85-netuio co gHa poxaenus

Nikolay A. Didkovskiy. To the 85" birthday

3 nronist 2026 . 3acayxXeHHbI Bpay Poccuiickoit De-
nepauuu Hukonait AHTOHOBUY JIMIKOBCKUI — 1. M. H.,
mmpodeccop, 3aMeCTUTENTh TIIABHOTO peaaKTopa XypHaja
«ITynbMoHONOTHS», 3aBEAYIOLIMIA JaOOpaTOpUE KITUHU -
yeckoit ummyHosorun OI'BY «DenepayibHbIN HaydYHO-
KIMHWYECKHUI IEHTP (PUBUKO-XUMUUIECKON MEeIUITTHEI
nmenn akagemnka K0.M . Jlonmyxuna ®MBA» — ormedaer
85 et co nHA poxXaeHUs.

Hukonait AutoHoBuu poausicsa 3 urwonas 1941 r.
B Mockse. I1o okonuanuu B 1965 r. 2-ro MOJITMU
nMm. H.U.TTuporosa pabotan teparieBToM B J1opoKHOIM
KanHn4eckoi 6onpHuie uMm. H.A.Cemaiiko, B 1968—
1971 rr. 3aHUMa 1OKHOCTb CTapllero JjadopaHTa akae-
muueckoi rpynmnbl akaneMuka PAMH M. A.Kaccupckoro.

Ilocne 3amuMThl KaHAWAATCKOM auccepTauuu «Ha-
CJIEJCTBEHHbIC T€MOTUTUYECKUE aHEMUM: TaJlaCCEMUU
1 aHOMAaJIbHbIC HECTAOWIbHBIC TeMOTJIIOOMHEI», KOTOpAast
B JaJIbHEHIIIEM COCTaBMJIa OCHOBY MoHoTpadum «I'e-
MOJIMTUYECKHE aHeMuu», Hukosail AHTOHOBUY 3aHsLI
JIOJKHOCTD TJIaBHOTO TeparneBTa MOCKOBCKOI Xese3-
Holt noporu, B 1974—1985 rr. — accucteHTa Kadeapbl
BHYTpPeHHUX 00Je3Hel, B 1990—2002 rr. — mpodeccopa
Kadeapbl KIIMHNYIECKOW MMMYHOJIOTUH W aJlJIEPTOJIOTUM
ITepsoro MMU um. .M.Ceuenona. B 1984 r. zamutun
TOKTOPCKYIO nuccepranuio «HaciaeacTBeHHBIE (hOPMBI
XPOHMYECKHX HeCTIeMMUIECKIX 3a00JIeBAaHNIA JIETKIX».

B 1990 r. B coaBTOpCcTBe ¢ JI.M.[IBOpeiknM n3naHa
MoHorpadus «HacnenctBeHHbIe (haKTOPbl U MEeCTHasK
3alI1Ta TPU HeCTIeMMUIECKUX 320016 BAaHUSIX JIETKUX».
C 1985 r. mo Hacrosmee Bpems H.A.JIMIKOBCKUIA py-
KOBOJIMT jabopaTopueil KIMHUYECKOW UMMYHOJIOTUN
DI'BY «DepepaibHbIil HAYYHO-KIMHUYECKUMN LIEHTP
PU3UKO-XUMUIECKOM METUIIMHBI UMEHH aKaJleMUKa
10.M.Jlonyxuna ®MBA».

O06ragas HEOLIEHUMBIM KITMHUIECKUM OITBITOM ITHar-
HOCTHUKM U JieUeHUsI OOIbHBIX C pa3HOOOPa3HOI MaToJI0-

rueit, Hukomait AHTOHOBMY MPWHAIJICXKNUT K KOTOPTE WH-
TEPHUCTOB MM POKOro Ipoduist. Ero kimmHuaeckast apy-
MWL U BpadeOHast MHTYULIMS CTY>KaT 3aJI0TOM IPUHSITUS
aJeKBaTHbBIX PEIIeHUI TP MPOBEACHUU KOHCUJINYMOB,
KJIMHUYECKUX Pa300pOB 1 ITOBCETHEBHBIX OOCYKIECHUSIX
CJIOXKHBIX CITy4aeB.

H.A.JIuaKoBcKuii BHEC CYIIECTBEHHBII BKJIa B pellle-
HUE MHOTHUX BOIPOCOB BHYTPEHHE! MEeIUIIMHbBI, KIMHU-
YeCKOW TeMaTOJIOTUH, MYJTbMOHOJIOTHN, UMMYHOJIOTHH,
pa3paboTal METOIBI IUATHOCTUKU U JICUSHUST aCITUPUHO-
BOI1 (popMBbI OpOHXUMATBLHOM acTMbI. HuKo1ait AHTOHOBUY
sIBJIsIeTCS aBTOpoM Oosiee 350 myOnukaiuii B 00J1acTu Te-
panuu, TeMaTOJIOTUH, TTYJIbBMOHOJIOTUH, UMMYHOJIOTUH,
KJIMHUYECKON TeHETUKM.

Eme omHuM HampaBiIeHMEM HayYHBIX WHTEPECOB
H.A.JIuaKoBCKOTO SIBASIETCS U3yYeHUE POJIM UMMYH-
HBIX pacCTPOMCTB ¥ MH(MEKINI B pa3BUTHHN 3a00JIeBa-
HUI ¢ KOTHUTUBHBIMM PacCTpOicTBaAMM, ITOIIEpKa-
HUM HeWpOoBOCHAJCHMsI, UTO BaXKHO IJIsI pa3pabOTKMU
HOBBIX CITIOCOOOB TUArHOCTUKM U Tepanuu. He MeHee
BaXXHBIMH W TIEPCIIEKTUBHBIMU SIBIITIOTCS MCCJIETOBA-
Husg H.A.JIMIKOBCKOTO, HamipaBJicHHBIC Ha BEISBICHHUE
B3aMMOCBSI3¢11 KOTHUTUBHBIX 1 MMMYHHBIX PACCTPOMCTB
MPU AJTKOTOJIU3ME 1 TTOUCK MepudeprIecKUX UMMYHHBIX
MapKepoB HEWPOBOCITAJICHUS.

AxTtuBHoe yuyactue H.A.JIMAKOBCKUI MpUHUMAI
B ITOJITOTOBKE BHICOKOKBATM(UIIMPOBAHHBIX HAYYHBIX
KaapoB — MOJ €ro pyKOBOJACTBOM 3alliuIleHbl 18 KaH-
IUIATCKUX OTuccepTanmii. Hukoaiit AHTOHOBUY SIBUJICS
WHUIIAATOPOM CO3HAaHUS MyJIbMOHOJOTHICCKON CeK-
I MOCKOBCKOTO TOPOJICKOTO HAyIHOTO OOIIecTBa
TeparneBTOB, MPUMHUMAaJI aKTUBHOE yJyacTue B CO3MaHUU
Bcepoccuiickoro HaydHOTO 0OIIECTBA MYJILMOHOJIOTOB.
B Hacrosiiee Bpemst H.A.JIuaKOBCKUIA SIBJISIETCS YJIGHOM
OO01IecTBa KIMHNYECKUX UMMYHosioroB Poccuu, EBpo-
MefCKOro pecrupaTopHOro o0IIecTBa, CreluaIu3upo-
BaHHOTO COBETAa IT0 3aIlNTe JUCCEPTALIHIA.

Crnemyer oTMETUTE 0co0y10 posrb H.A.JIMIKOBCKOTO
B CTAaHOBJICHUY U pa3BUTUM XypHania «[lyipMoHO0-
r'usi»: co BpeMeHu Bbixona B 1990 r. ero nepBoro Homepa
0 HacTosIee BpeMss HuKojait AHTOHOBUY SIBJISICTCS
OeCcCMEeHHBIM 3aMECTUTEIEM TJIABHOTO pelaKTopa, Mo-
Jep>XKNBasi BBICOKUIT HAyYHBI YPOBEHb MTPMHUMACMBIX
K MyOJIMKaLMU CTaTeil 1 peHOMeE XXypHaia.

Konnexkmue OI'BY «Dedepanvhblil HAYHHO-KAUHUYECK UL
UeHmp U3UKO-XUMUYECKOU MeOULUHbI UMEHU aKA0eMUKa
10. M. Jlonyxuna DMBA», pedakyuonnas koareeus u pedax-
yus xcypuansa «Ilyavmononoeus» cepdeuno no3opasasom
Hukonas Aumonoguua c Jlnem poxcoenus u jcerarom emy
Kpenuaiiule2o 300p06bs, AKMuUeH020 004204emusl, UHmepec-
HbIX NAAHOB U UX YCHeWH Ol pearuzayuu!

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/ 551



Inbaap Xyceesny AHaeB. K 60-netuto co gHA poxaeHus

Eldar Kh. Anaev. To the 60™ birthday

17 masg otmeTt 60-1€eTrE CO JHS POXIEHUS A. M. H.,
npodeccop, npodeccop Kabeapbl MyJIbMOHOJOIUN
DOIrAOY BO PHUMY um. H.U.ITuporosa Munsnpasa
Poccum (ITuporosckuit YHuBepcuteT) Dapaap XyceeBuu
AHaes.

B 1990 1. 5.X.AHaeB OKOHYIJI MEANITMHCKUN (PaKyTh-
teT PI'BOY BO «KabapanHo-bankapckuii rocygapcTBeH-
HBII yHUBEpCcUTET UM. X.M.bepbekoBa» 1o crienanibHO-
ctu «JleueObHoOe nesio», 3aTeM MPOAOIXKUI OOyYeHUe Ha
Kadeape ToCUTAIBHON Tepariy B KITMHUTYSCKON OpIau-
HaType I10 CHeuUaIbHOCTH «BHyTpeHHME 60JIE3HI», 0Y-
HO aclMpaHType Mo creunanbHocTh «[TynbMoHoMOTHSI»
®OrAOY BO PHUMY um. H.U.ITuporosa Mun3npasa
Poccuu (ITuporoBckuii YHUBEPCUTET).

ITon HayyHBIM pyKoBOJICTBOM akamemMuka PAH
A.I'Uyvanuna B 1996 r. 3alMTIII KaHAUAATCKYIO AUC-
ceprauuio Ha Temy «MopdodyHKIIMOHabHAsT XapaKTe-
PUCTHKA 203UHO(DUIIOB Y O0JbHBIX OPOHXHUATBHOM aCTMOM
U ee CBSI3b C KIIMHMYECKOM KapTUHOM 3a00J1eBaHUsI B TIPO-
necce aeyeHus», B 2005 r. — JOKTOPCKYIO AUCCEPTALIMIO
«HennBa3uBHEI MeTOH (KOHIEHCAT BHIIBIXa€MOTO BO3-
IlyXa) B AMaTHOCTUYICCKUX U JICUeOHBIX ITPOrpaMMax Ipu
3a00JIEBAaHUSIX OPTAHOB ABIXaHMS».

C 1995 mo 2017 rr. Dnbaap XyceeBrUY 3aHUMAJ JOJIXK-
HOCTU HAy4YHOTO COTPYIHUKA, CTaplliero, BeAyIllero
HAy4IHOTO COTPYOHUKA, 3aBeAYIOIIETO JJabopaTopueil
HEWHBA3MBHBIX METOMOB IMATrHOCTUKU KIMHUIECKOTO
oTAesa U YYEHOIo ceKpeTapsi IMPEKIIMU, YYeHOTOo ce-
KpeTapsi JUCCePTALMOHHOIO COBETa IO CHelUalbHO-
ctu «ITynemononorusi» HUU nmynsmononornu @MBA
Poccun. Craxxuposajicssi B YHUBEPCUTETCKOM KIIMHUKE
r. ®paiidypra u kmuavke Hwmiepxés r. Ltyrrapra (I'ep-
MaHus). C 2001 r. ssBasieTcss eMMHCTBEHHBIM U3 Poccun
yieHoM [ epMaHCKOTO 00IIIecTBa Bpadyeli-TTyJIbMOHOJIOTOB.
B 1992—2019 rr. Dnpmgap XyceeBud paboTas BpauoM aHe-
CTE3MO0JIOrOM-PEeaHMMAaTOJIOTOM OTAEICHHUS peaHUMaLUU

1 MHTEHCUBHOM Teparnuu, BpadyoM-myiabmoHonorom '6Y3
r. Mockssl «['Kb um. [1.J1.ITnetHeBa JI3M».

C 1993 r. ©.X.AHaeB BeeT KOHCYJIbTaTUBHBII TPUEM
aMOyJIaTOPHBIX ITAllMEHTOB ¢ 3a00JIeBAaHUSIMU OPraHOB
neixanus. biarogaps 9.X. AHaeBy B KITMHUYECKYIO ITpaK-
TUKY BHEAPEHbl HEMHBAa3UBHbIE METOIbI AUaTrHOCTUKU
1 HOBBIE TUAarHOCTUYECKHE aJITOPUTMBbI, MYJIBTUIACIIUTI-
JIMHAPHBI ITOAXOJ K BEACHUIO MAIIUEHTOB CO CIIOXKHOI Te-
TEPOreHHOIM CUCTEMHOM IaTOJIOTUEN, MEAUKAMEHTO3HBIE
U anmnapaTHbIE METOMbI OUMILIEHUSI IbIXaTeIbHbIX MTyTeH,
HOBBIIf METOJI TEHHO-UHXXEHEPHOI OMOJIOTMYECKOI Tepa-
I, OOJIBIIIOC BHUMAHUE YACISICTCS TUATHOCTUKE U JIe-
YEHUIO TTALIMEHTOB ¢ 203MHOMDUILHBIMY 3200JIeBAaHUSIMU
JIETKUX M OpOHXO02KTa3aMU.

9. X.AHaeB MPUHST aKTUBHOE yJyacTHe B ITOATOTOBKE
MEPBBIX OTEUECTBEHHBIX KIIMHNYECKNX PEKOMEHIAIII
o OPOHX03KTa3aM y B3POC/bIX. YCIEIIHO COBMEIAeT
MpenoaaBaTeabCKylo IesITeIbHOCTh C Hay4yHOI 1 Jeue0-
HOI pa®oToIf; SBIIsieTCs aBTOpoM TaTeHTa PD Ha 130-
operenmre «Criocod MpPOrHO3MPOBAHUS TeYEeHUsT OPOH-
XOJICTOUHBIX 3a00JIeBaHUI U paka JIETKOro», aBTOPOM
U COABTOPOM MHOTOYMCJIEHHBIX MOHOTpaduil, TaKuX
Kak «bpoHxmnanbHast acTMa», « MyKOaKTUBHAsI TEpaIsi»,
«PecrimparopHas MeIULIMHA» U T. 1., Y4eOHBIX TTOCOOMIA
«BDo3uHo(pUIbHBIE 3a001eBaHUS NeTKUX», «bpoHxo-
9KTa3bl Y B3POCIbIX» U 1IP., KIMHUYECKUX TTPOTOKOJIOB
snedeHnst «CrucTeMa MOMIePXKKI MPUHSITUS BpaueOHBIX
peteHuii. [TyTbMOHOJIOTHS» , yY9eOHO-METOINIECKUX TT10-
cobwnit, 230 oTeuecTBEHHBIX 1 3apyOeKHBIX ITyOIMKALIWIA.
ITon HayuyHBIM pyKoBoACTBOM D.X.AHaeBa MOATOTOBICHBI
U 3allMIIEHBI 4 KaHIUAATCKUEe AUCcCepTaluu.

B navane mangemun COVID-19 Dnpmap XyceeBud
MMPUHUMAJ yJacTHE B pa3pabOTKe IMPOrpaMM MOBBIIIICHUS
kBaudukaunu «OcoOeHHOCTH JIeUeHUs 1 BeJeHUSI Mal-
€HTOB C BUPYCHOI MHeBMOHUeEM, BbIzBaHHOI COVID-19»
" «[IpUHIIUIIBE BOCCTAHOBUTEIBHOTO JICUCHUS TalleH-
TOB, MEPEHECIITNX BUPYCHYIO MTHEBMOHUIO, BEI3BAHHYIO
COVID-19».

3aciayXeHHBI Bpad Poccuiickoit Denepaiinm, 3aciy-
XeHHbI Bpau KabapnuHo-bankapckoit Pecriyonuku,
D.X.AHaeB HarpaxaeH MHOTOYHNCIEHHBIMU MOYETHBI-
MM TpaMOTaMM, SIBJISIETCS JlaypeaToM MpeMuu «JIydimmm
BpauaMm Poccuu “IlpusBaHue”» 3a mpoBeAeHUE MEPBOI
B ucTopun Poccuu ycnenrHol 6umaTtepalbHOM TpaHC-
rtaHTanum Jgerkux (2009), mobenuteneM B HOMUHALIMHA
«ITpoceccop roga» B koHkypce «IIpenonaBarenb 2025
roga» ®Ir'AOY BO PHUMY wum. H.U.TTuporosa MuH-
3npaBa Poccuu (ITuporosckuii YHuBepcurer).

Pedkoaneeus, unenvt pedakuyuonHo2o cosema u peoak-
yus xcypuansa «Ilyavmononoeus» cepdeuno no3opasasom
Anvdapa Xyceesuua c 3amenamenvHol 0amoil u yceaarom
KPEnKoeo 300p06bsi, HeUCCAKAeMOU dHepeuu U npogeccuo-
HAaAbHbIX Ycnexos!
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Muxawun JIsBosuy Ilyayrko (1925—2004) — n. m. H.,
npodeccop, Xupypr-mnyJbMOHOJIOT, YYeHblii, Meaaror,
yuacTHUK Bemkoii OTeuecTBeHHol BoitHbI, [ToueTHBII
rpaxnanun EkarepunOypra

Muxaun JIeBoBuu LllynyTko poauics 29 ceHTs-
6ps 1925 r. B Onecce B ceMbe Bpaueil-cCTOMAaTOJIOTOB.
B 1941 r. mo okoHYaHMM 7 KJIACCOB IIKOJIbI U pabOYero
dakynbrera noctynui Ha I kypc Ongecckoro rocyaap-
CTBEHHOTO MEIMITMHCKOTO MHCTUTYTA, OJTHAKO yyehe
nomMetnana Benvkas OteuecTBeHHast BoliHa: Muxani
JIbBOBUY ObLT pU3BaH B psiabl KpacHoii apmuu, Boe-
BaJl B 3BAaHUU KpacHOAapMeuIia.

B 1947 r. nocne nepee3na cembu B KazaHb Oyny-
LW XUPYPT OKOHYMIT JIeYeOHO-TIPODMITaKTUIECKU I
daxynbTeT KazaHckoro MeIMIIMHCKOTO MHCTUTY-
Ta. [To okonuanuu By3a M.JI.IllynyTko mocTymnua
B aCMUPaHTypy Ha Kadeapy onepaTuBHON XUPYypPrUn
u Tonorpadpuyeckoii anHaroMmnu KazaHckoro Menu-
nrHcKoro nHetutyta. B 1949 r. Havan paboTats Bpa-
YOM-XUPYprom B TIOMEHCKOW 00J1aCTHOI OOIbHULIE,
3aTeM B XaHTbl- MaHCUICKOI OKPYKHOU OOJBHUILIE.

B nexabpe 1952 r. mo oKOHYaHUU KYPCOB MpU
MOCKOBCKOM HayYHO-MCCIIEI0BATEIbCKOM UHCTUTY -
Te TyoepKyae3a Muxaui JIbBOBUY 3aHST JOJTXKHOCTb
3aBEYIOIIETO JIETOYHO-XUPYPTUIECKUM OTIEIeHUEM
CBepaI0BCKOTO JETCKOTO TyOepKyJe3HOTO caHaTO-
pust No 1. B 310 Xe BpeMst UM ObljIa MOATOTOBJIEHA
U 3allMIIeHa KaHAUAaTCKas IUCCePTAlUs Ha TeMY
«DKcTparnieBpabHbIN THEBMOJIU3 B JICUCHUN Ka-
BEPHO3HBIX (POPM JIETOUHOTO TyOEpKyJie3a y aeTei
U oapocTKOB». B 1953 r. Muxaun JIbBoBUY Havan
OMepupoBaTh B TyOEPKYJIE3HOM OTIAEICHUU IS
B3pocabix. B 1960 r. M.JI.IllynyTko 6bL1 Ha3HAaYeH
3aBENYIOIINM JIETOYHO-XUPYPTMUECKUM OTIeIeHUEM

CBepII0BCKOTO HAayYHO-KCCAEI0BATEIbCKOIO MH-
CTUTYTa TyOepKyJie3a.

B 1963 r. M.JIL.11lyayTKO 3aIlUTHI JOKTOPCKYIO
JuccepTanuio Ha TeMy «OIBIT XUPYPruyecKoro Je-
YeHUs TyOepKyie3a JIETKUX Y NeTeil U MOAPOCTKOB»,
B TOM XK€ roj1y eMy ObLIO MPUCBOEHO 3BaHue Mpodec-
copa.

B 1974—1989 rr. M.JI.lllynyTko 3aBeaoBan Kacbe-
npoii Tydepkyne3a CBepAI0OBCKOTr0 MeIUIIMHCKOTO
MHCTUTYTA, CTaB OPraHU3aTOPOM, KOHCYIbTAHTOM-PY-
KOBOIMTEJIEM HayYHO-TTpaKTUUecKoii paboToit CBep-
JIOBCKOTO JIETOUHO-XUPYpruyeckoro aucrancepa. [loxg
€ro pyKOBOACTBOM ObLJT CO3[IaH U YCTIELIHO (PYHKIIO-
HupyeT OO0JIacCTHONM LIEHTP CHELMaJIU3UPOBAHHOM
MmyJbMOHOJOrnyeckoit momoiu. B 1974—1993 rr.
SIBJISUICSI TJIABHBIM MyJIbMOHOJIoroM CBEpaI0BCKOTO
00J1IaCTHOTO OT/IEJIa 3IPaBOOXPAHEHMSI.

IMpodeccop M.JIL.IynyTKo — BhlOamOLIMUIACS yUe-
HBIi, OJIECTSAIIUI XUPYPr-MyJIbMOHOJOT, UM pa3pa-
0OTaHbI M BHEIPEHBI B KITMHUYECKYIO MPAKTUKY pa3-
JIMYHbIE UHCTPYMEHTAIbHbIE METOJbI IUarHOCTUKU
OPOHXO0JIETOYHBIX 3a00JIEBaHUI, B T. Y. TPAXeOOPOH-
XUanabHasl U TpaHCOpPOHXMAJIbHAsI OMOTICUS JIETKUX,
(GuOPOOPOHXOCKOIMS, HOBbIE METOBI OPraHOCOXpa-
HSIIOIIMX PEKOHCTPYKTUBHBIX OMepalyii Ha GpoHXxax
u Tpaxee. [Ipu ero yuacTuu mpoBOAWIUCH PEHTIEHO-
JIOTUYECKHUE, aHATOMOXUPYPIUUECKUE U SHIOCKOIIH -
YecKUe UCCIeNOBaHUS, B T. U. B paHEe MAJIOMOCTYITHBIX
oTnesax MepeaHero U HeHTPaJIbHOTO CPeAOCTEHUS.

MHuorue rogbl nmpogeccop M.JI.IynyTko npen-
CTaBJIs1 YpalbCKuii pernoH Bo Bececoro3HoM ob1ie-
CTBe XUpYyproB u ¢pTtudnaTpoB. OCTaBUB JOTKHOCTh
3aBenyroliero Kagenpoii Tyoepkynesa B 1989 r., Muxa-
w1 JIbBOBUY MpoaoJKa paboTaTh mpoheccopoM-KOH-
CcyJIbTaHTOM Kadenphl, a Takxke CBepIIOBCKOIO MeX-
00J1aCTHOTO TyJIbMOHOJOTMYeCKOro 1eHTpa 1 HUN
(hTU3MOITYJIBMOHOJIOTUH.

M.J1.IynyTKo siBAsieTcss aBTopom 6osee 200 Ha-
YUHBIX paboT, B T. 4. 8§ MOHOTIpaduii Mo AMarHoCTUKE
u nuddepeHaIbHONM IMarHOCTUKE TyOepKyae3a
U BaxKHEMIIMX OPOHXOJIErOuHbIX 3a00ieBaHuii. [Tomu-
MO HayYHBIX M3IaHUI, UM OMyOJMKOBAaHbI HECKOJIbKO
Hay4YHO-TOMYJISIPHBIX KHUT, B T. Y. KHUTA O XUPYPrUHU
«Jlapyronias >}ku3Hb», «[ToBepXKeHbl, HO HE TTOOeXKAe-
HbI», «3aMMCKU cTaporo xupypra». I[lon pykoBoacTBoM
npodeccopa M.JIL.I1ynyTKo 3aluIIEHbl 5 JOKTOPCKUX
u 6osee 30 KaHAUIATCKUX AUCCEePTALUIA.

M.JI.IynyTKO HarpaxaeH MenaisiMu «3a mooemy
Han ['epmanueii B Benukoit OTeuecTBEHHOM BOMHE
1941—1945 rr.», «50 et mobenpl B Benukoit Oteye-
cTBeHHOI BoitHe 1941—1945 rr.», «BetepaH Tpyaa».

Muxaun JIeBoBuu IllynyTko yuien u3 XXKU3HU
B MmapTe 2004 r. B Bo3pacte 78 net. O6 3TOM 3ameya-
TEJbHOM Bpaue U JOCTOMHOM YeJIoBeKe Bceraa OyneT
HanmoMMHaTh 3naHue O6J1aCTHOTO MyJIbMOHOJIOTHYE-
cKoro 1eHTpa, a EkatepuHOypr Bcerga OyaeT ropauTh-
cs1 cBouM [ToyeTHBIM TpaXkIaHUHOM, U3YMUTEIbHBIM
XUPYPIoM, 3aMeyaTesIbHbIM YYEHBIM, IeIarorom 1 mu-
caresieM.
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