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Pesome

WMHrepctuumanbHbie 3a6oseBanust Jierkux (M3JI) — obuuMpHas reteporeHHasi rpyrnra HO30J0TMi, pa3JIMuHbIX MO0 MHOTMM MapameTrpam, HO
MMEIOIINX OJM3KUe MaTopU3NOIOTHUecKre MEXaHU3Mbl Pa3BUTHSI BOCTIAJIeHUS U / UK ¢hubpo3a gerkux. ManonaTuueckuii 1erouHslii hpuopo3
(NJ1D), necrietmduueckast uHTepcTulinaibHas mueBMonusi (HCUIT), xponuueckuii tuniepayBcTBUTEIbHBIN THeBMOHUT (XI'TT), U3J1, cBsizan-
Hbl€ C ayTOMMMYHHBIMU HapyLIEHUSIMU (aCCOLMMPOBAHHbBIE TTPEUMYILIECTBEHHO ¢ cucTeMHoii ckiepoaepmueii (CC) u peBMaTOMIHBIM apTpu-
ToM (PA)), MTHEBMOKOHMO3BI K HEKOTOPBIE APYrue 3a00JieBaHUSI MOTYT COMPOBOXAATHCS (DOPMUPOBAHKUEM JierouHoro ¢hubposa (JID), reueHue
KOTOPOTO B psifie ClIy4aeB Mporpeccupyer Ha (poHe MPOBOAUMOI TPaAULIMOHHO MPOTUBOBOCIAIUTENIbHON Tepanuu. B HacTosiiee Bpemst obuie-
TIPUHSITBIE KPUTEPUU TUATHOCTUKY (prOpO3UpyIOImuX U mporpeccupyomux Gudposupytomux M3J1 oTcyTCTBYIOT, a CBEACHHS O YaCTOTE ITUX
cocTostHUIT orpaHuyeHbl. 1lesblo MccienoBaHus SIBUIOCH M3ydeHue CTPYKTYphl (hrbposupyromux M3J1 1 yacToThl mporpeccupyiolero hbuopo-
supyioniero genorumna (IMPD) mo manubM peructpa 60abHBIX M3J1 (1 = 270), npoxusaromux B Mpkyrcke (Poccust). MaTepuajibl 1 METOIBI.
Ha 1-m atamne uccienoBaHus BO Bee JieueOHbIE yupexiaeHus MpkyTcka pasocianbl TH(GOPMAIIMOHHEIE THChMa ¢ peKOMEHIAIUSIMU O HaTIpaBJie-
HMU Ha KOHCYJIbTalMio Beex naumeHToB ¢ M3J1. Ha 2-m stane kaxnabiii ciyvait U3J1 Bepuduiimponaics kouiermaibHo. [1o TaHHBIM KOMITbIO-
TepHoil ToMorpaduu Beicokoro paspemeHust (KTBP) y Bcex 6ombpabIX (2 = 270) mpoaHaIM3UPOBAaHbI KIMHUKO-aHAMHECTHUYEeCKUe, (PYHKIINO-
HaJIbHbIE U TUCTOJIOIMYECKUE JaHHbIEe, HA OCHOBAaHUM KOTOPbIX cchopmupoBaH peructp nauueHTos ¢ M3J1. Cpok HabmoaeHUs cocTaBua 1—35 neT.
Pe3yabratsi. [1o pesynbraTam KomruiekcHo# orieHkY o naHHbiM KTBP npusnaku JID BeisiBnenst y 104 (38,5 %) nauuentoB. @ubposupyioiiee
teuenne otMeueHo y 100 % Gonbrbix MJIID u U3J1, accotmnpoBarubix ¢ CCI, y 90,9 % — ¢ XI'T, y 71,4 % — ¢ HCUII, y 60 % — ¢ PA. [1OD
nuarHoctupoBaH y 61 nmauuenTa (22,6 % Bcex cnydaeB M3J1 u 58,6 % — dubposupyrommx U3JT). [IOD ormeuen y 100 % nanuentos ¢ UJ1O;
S-neruwuit ypoeHb cmeptHOCTH 1ipu U3JT ¢ TIDD cocrasuin 55,5 %. 3akmodenne. B ciydae [1DD spomonust M3J1 yrpaunBaeT HO30JI0THUECKYIO
crenmbUIHOCTh, TprodpeTast cxoncTBo ¢ MJIM. YIuTbiBast BHICOKHIA YpOBEHb CMEPTHOCTH, C 1IEJTbI0 CBOEBPEMEHHOTO Ha3HaYeHMS aHTU(hUOPO-
TUYECKOM Teparuu HEOOXOAMMO aKTUBHO M KaK MOXKHO paHblie BbisBIATh [1DD mmpokoro criektpa U3J1.

KioueBbie cjioBa: MHTEPCTUIIMATbHOE 3a00JIeBaHME JIETKUX, JIETOUHBIN (hrOpo3, nmporpeccupyioliee Gudpo3upyloiiee MHTEPCTULIUATIbHOE 3200~
JIeBaHUE JIETKHUX.
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Abstract

The Interstitial lung diseases (ILD) are a wide heterogencous group of disorders, different in many parameters, however having similar pathophys-
iological mechanisms. Idiopathic pulmonary fibrosis (IPF), nonspecific interstitial pneumonia (NSIP), chronic hypersensitivity pneumonitis
(CHP), ILD associated with autoimmune disorders (predominantly systemic sclerosis (SSc ILD) and rheumatoid arthritis (RA ILD), and other
diseases may be accompanied by the formation of pulmonary fibrosis. Currently there are no generally accepted criteria for the fibrosing and pro-
gressive fibrosing ILD, and the information on the frequency of these conditions is limited. The study aims to research the structure of fibrosing ILD
and the frequency of the progressive fibrosing phenotype (PFP) according to the register of patients with ILD in Irkutsk, Russia. Methods. At the
first stage information letters were sent to all medical institutions of Irkutsk with recommendations on all referral patients with ILD for further
examination. At the second stage, each ILD case was verified collegially (» = 270). All patients’ data were analysed in terms of clinical, functional,
radiological and histological aspects. A register of ILD patients was formed based on this analysis. The follow-up period was 1 to 5 years. Results.
According to the results of a comprehensive assessment, HRCT signs of pulmonary fibrosis were detected by 104 patients (38.5%). fibrosing course
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was observed in 100% IPF and SSc ILD, in 90.9% of CHP, 71.4% of NSIP and 60% of RA ILD. 61 patients (22.6% of all ILD cases, 58.6% of
fibrosing ILD) was diagnosed with PFP. The 5-year mortality for PFP ILD was 55.5%. Conclusion. In the case of a PFP development, the evolution
of ILD loses its nosological specificity, acquiring similarity with IPF. Due to the high mortality rate, it is necessary to actively identify the progressive
fibrosing course of a wide range of ILD and to prescribe an antifibrotic therapy in a timely manner.
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Wnrepcrunmansaeie 3adonesanust aerkux (M3JT) oxsa-
THIBAIOT T€TEPOTECHHYIO TPYIITY Au(DY3HBIX MTapeHXnMa-
TO3HBIX MPOLIECCOB B JIETKUX, XapaKTepU3yeMbIX BOCIIa-
JieHreM 1 (prubpo30M pa3IMuyHOM CTENEHU BbIPaKeHHO-
ctu [1]. ITpuHUMITBL KTaccUUKALUU 9TUX 3a00J1eBaHU I
HEOTHOKPATHO MepecMaTPUBAINCh, 3aTPYIHSSI U 0e3
TOT'O HEMPOCTYIO0 AMAarHOCTUYECKYIO pabOoTy C MalMeHTa-
MU TaHHOW KaTeropuu [2—4]. B Hacrosiuee Bpemst MU3J1
rpeactaBiaeHbl > 200 HO30JIOTUSIMU, HE OTHOPOIHBIMH
10 3TUOJIOTUH, PATHOJIOTUISCCKUM U TUCTOJIOTUISCKUM
rnaTTepHam, IPOrHo3y, HO UMEIOIIUMU CXOXH1e naTodu-
3MOJIOTUYECKHUE TIYTH BOJIIOIUM BOCTIAJIEHUSI U / WA
JerouyHoro ¢udposza (JID) [5-7].

JI® nabmonaercs nmpu Maornx M3J1, cpean KOoTopbix
unuonatuyeckuit JIO® (MJID) npencrasisieT Kiaccuye-
CKUl mporpeccupyomuii Gudpo3upyonuii BapuaHT
WHTEPCTUILINAIBHOTO TTOPAXKEHMS JIETKUX, XapaKTepU3y-
IOIIUIiCST OBICTPOITPOTPECCUPYIONINM TeUSHUEM 3a00J1e-
BaHUs U BBICOKOI cMepTHOCThIO [8—10]. BMecTe ¢ Tem
Mpu Ipyrux pacnpoctpaHeHHbIX dopmax M3J1, Takux
KaK HecIlemupuiecKass MHTEePCTULINATbHAS ITHEBMO-
Husa (HCUII), xpoHnYeCKuii TUTIepYyBCTBUTEIbHBIN
nHeBMOHUT (XI'TT) u U3JI, cBsI3aHHBIE ¢ ayTOMMMYH-
HBIMU HapynieHusimu, B yactHoctu M3JI, accoummpo-
BaHHbIE ¢ peBMaTOMAHBIM apTpuToM (PA) u cuctemMHoit
ckaeponepmueii (CCH) [9, 11], MTHEBMOKOHUO3BI, TAKXKE
JIEMOHCTPUPYIOTCS IPU3HAKKM MHTepCTULIMaIbHOTrO JID,
KOTOPBIif MOXeT, Kak U B cirydae MJID, mporpeccupoBath
WA He TIPOTPECCUPOBATh IIPU 3TUX 3a00JeBaHUsIX [12].
ITpu nporpeccupytoem tedenn M3J1 mompazymeBaroTcst
HapacTaHue (pUOPO3HBIX UBMEHEHUIA 1O JAHHBIM KOM-
nbloTepHOI ToMorpaduu Beicokoro paspetneHus (KTBP)
OPTaHOB TPYIHON KJIETKU, CHIKEHME (DYHKIIUM JIETKHUX
P CEPUHHOM MOHUTOPUHTE, YXYIIIECHUE CUMIITO-
MOB, KauecTBa XKU3HU U PaHHSISI CMEPTHOCTh, HECMOTPSI
Ha TTPOBOMMYIO TPAAUIIMOHHYIO POTUBOBOCTIATUTE/b-
HYIO TepaItiio MUTOCTATUICCKUMU TIpeTiapaTaMu 1 / WIn
CHCTeMHBIMM IITIOKOKOpPTUKOCTepoumamu [7, 9, 10].

Taxwue BapuanTthl TeueHust U3J1 Bce yalie onuchbiBaoT-
cs1 B paMKax 0011Ieif TepMUHOJIOTUM «TTPOTPECCUPYIOIITe
duodposupyromme N3JI» mm «pudbposupytommue M3J1
¢ Tiporpeccupyommm deHotumnom» [7, 10, 11].

HeobxonmMmMo OTMETUTD, UTO TOHSITUE «IIPOTPECCU-
pytoiee TeueHue M3J1» gocTaTouHO JIUTEIbHOE BpeMs
HCTIOJIB30BAJIOCh B KIIMHUYECKMNX NCCIeI0BAHMUSIX, OTHA-
KO OTIpeNne/IeHUsT TPOTPecCUpPOBaHUs B KOHTEKCTe (hUod-
po3upyloliero (peHoTrna CylecTBeHHO pa3nyaiuch.

J1lo HacTOSIIero BpeMeHH YeTKO C(hOpMYIMPOBAHHBIX

KpUTEpUEB He TIpeacTaBieHo [13, 14].

B GonblIMHCTBE KIMHUYECKUX UCCAEAOBAaHMI Yy Ma-
uueHToB ¢ M3JI mporpeccupoBaHue 3a00JieBaHUsI OTpe-
JIEJISIOCH TI0 CHIDKEHUIO (hOPCHPOBAHHON KM3HEHHOMN
emkoctu jierkux (P2KEJT), uamepsieMoit Kak U3MeHEHMe
OT UCXOJHOTO YPOBHSI B MWITWJIMTPAX, MU KaK KaTeropu-
ajbHOE M3MeHeHre (00braHO > 10 %), WM Kak coueTaHne
KaTeropUaJbHOTO M3MEHEHUS U CMEPTHOCTH.

OrnpenensomuM ITPeIuKTOPOM CMEPTH Y TTAIIMEHTOB
¢ NJ1® spnsiercsa camxkenune MXKEJT [15, 16]. Io pe3yiib-
TaTaM PeTPOCIIEKTUBHOTO aHaJIN3a IaHHBIX Psiia UCCIIENO-
BaHUi1 001bHBIX MJID TpomeMOHCTPpUPOBAHO, YTO Y T1a-
LIMEHTOB ¢ abcomoTHbIM cHIKeHeM M2KEJT Ha 10—15 %
pucK cMepTu ObLI Oojiee YeM B 2 pasa Bbillle, YeM MpU
cHmkeHun ®XKEJI < 5 % (otHoineHnue puckos (OL) —
2,20; 95%-nblit noBepuTeIbHbI nHTEpBaa () — 1,10—
4,37) [16]. TTo naHHBIM APYTHX UCCIIEIOBAHUI MTOKA3aHO,
yT0 Aaxe rpu orcyrctBun cHizkeHust ®2KEJT yBenmueHmne
miowann puopo3HbIX U3MeHeHul 1Mo naHHbiIM KTBP
SIBJIIETCSI IPOTHOCTUYECKUM MHANKATOPOM ITPOTPECCH-
pytotero ¢pudposupytomiero U3JI [17—19].

IMporpeccupoanue M3JI Takke He MCKITIOYAETCS
MMPY MU30JIMPOBAHHOM CHUMIITOMATHYECKOM YXYIIICHUN
wm B couetanum co cHmkeHreMm ®2KEJI i mporpec-
cupoBaHueM (pudposa no ganubiM KTBP, Ho pis moxa-
TBEPKACHUS B KAYECTBE HAAECXKHOTO MPeauKTOpa UCXoaa
nporpeccupytoiiero puoposupytouiero M3JI tpedyrorcs
najibHeiue uccaenoaHust [1].

B HenaBuem nccnenoBanuu INBUILD (Nintedanib in
Progressive Fibrosing Interstitial Lung Diseases) UCTIOJIb30-
BaJIOCh OIpejie/ieHre MPOrpecCupOBaHMsl, OCHOBAaHHOE
Ha BBITIOJIHEHUU > 1 U3 KPpUTEPUEB TIPOrPeCCUPOBAHUS
M3J1, B COOTBETCTBUU C IMTPOTOKOJIOM UCCIIEIOBAHUS:

* orHocurtenbHoe cHrkenue @XKEJT > 10 %nomx,;

* oTHocutenbHoe cHmkenne ®XKE > 5 - <10 %,
B COUYCTAHUU C YXYALICHUEM PECITMPATOPHBIX CUMITTO-
MOB;

* orHocutenbHoe cHikenne OAKET > 5 —<10%
B COUCTAHUHU C YBEJIMUYCHUEM PacIPOCTPAHEHHOCTH
¢ubpo3za o gaHHbiM KTBP;

* yXyAIleHWEe PECITMPaTOPHBIX CUMIITOMOB B coUeTa-
HUM C YBEJIMYEHUEM PACIIPOCTPaHEHHOCTH (Pubpo3a
no nanubiM KTBP [11].

Cuwuraercs, 9to ipu pudbposupytomiem N3J1, HezaBu-
CHMO OT MOTEHIIMAJBHOTO 3TUOJOTUIECKOTO TPUTTEPA,
MOBTOPSIIOIIMECS LIMKJIbI MOBPEXIESHUSI aTbBEOJISIPHOTO
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SIUTEIUS U TIONBITKU BOCCTAHOBJICHHUS TIPUBOISAT K T10-
CTETICHHOMY pa3pyIIeHUIO (PYHKIIMOHATHHOM TTapeHXUMBI
JIETKHX U €€ 3aMEIICHMIO 3a CYET YBEIIMUCHMS OTIIOKCHUIA
He(YHKIIMOHAIBHOM COeTMHUTEIbHOI TKaHM ((hrdpo3a).
Takast notepst GyHKIIMOHABHBIX aIbBEOJ IPUBOIUT K He-
obpaTUMOMYy U MIporpeccupytoliemy (pudpo3zoodpazona-
HUIO, COITPOBOKIASICH IBIXaTEeIbHOM HETOCTATOUHOCTHIO
" paHHeit cMepTHOCTBIO [20, 21].

Tak, ipu cpaBHEHUU PE3yJIbTaTOB MCCIENOBAHUN
INBUILD u INPULSIS (Efficacy and Safety of Nintedanib
in Idiopathic Pulmonary Fibrosis) y naunenton ¢ NJI®
IIPOAEMOHCTPUPOBAHBI COTIOCTABUMBIE TEMIIBI ITPO-
rpeccupoBaHus apyrux dpuodposupytomux M3J1 u NJID.
CKOppeKTUpOBaHHAsI CPEIHSSI CKOPOCTh CHUKEHUS
noka3zareiass ®XKEJI B ron B ucciaegoanuu INBUILD
(n=331) ObUTa aHAJTOTMYHA HAOJIIOIaeMOI B MCCIIEIOBA-
Husix INPULSIS (n =423) (—192,9 u —221,0 mu1 B roz co-
otBeTcTBeHHO; p = (,19). [Ipr OTHOCUTEIBHOM CHUXKEHUM
®XKEJI na 52-ii negene > 10 % (110 JaHHBIM UCCIIEI0BA-
auit INBUILD u INPULSIS — 48,9 1 48,7 % nanueHToB
COOTBETCTBEHHO) 051 YMEPLIMX B TeueHUe 52 Hea. Mo
nmaHHbIM uccaegoBanuit INBUILD u INPULSIS cocra-
Buia 5,1 u 7,8 % coorBeTcTBEHHO [22].

YuuTeiBass KIMHUYECKOE U MaTO(PU3MOIOTUIECKOE
CXOJICTBO MEXITy TPOrpecCUpyomnMu hbrudpo3upyrONI -
mu M3JT u NJID, BIcKa3aHO MpeaIToIoKeH!e O OTeHIIN-
aibHOM 3(P(HEKTUBHOCTU aHTU(PUOPOTUYECKON TEpaNTuU
y MTalIMeHTOB 3TOM KaTeropum [23].

B nocneanue roabl 3(p¢peKTUBHOCTHL UHIMOUTOPA
TUPO3WHKMHA3 HUHTeIaHN0a MpOaeMOHCTPUPOBaHa
He ToJbKO y 60abHBIX MJID, Ho 1 ipu M 3J1, acconum-
npoBaHHbIX ¢ CCJI, 1 IMMUPOKOM CIEKTpe OApyTrux pu-
oposupyromux M3J1 ¢ mporpeccupytomiuM (eHOTUTIOM.
B uccnenosanuu SENSCIS (Safety and Efficacy of Nin-
tedanib in Systemic Sclerosis) moxa3zaHa 3((hEeKTUBHOCTh
HUHTeAaHNOAa B 3aMeUICHUH CKOPOCTU CHIDKEHUSI TTOKa-
sarenss KEJ] B roz 1o cpaBHEHMIO ¢ TAKOBOM Y OOJIBHBIX
CC/J1 ¢ MHTepCTULIMAIBHBIM MOPAXKeHUEM JIETKUX TPYTIITbI
koHTpoJiA [14]. ITo pe3ynabTatam uccienoBanus 111 da3er
INBUILD noka3aHa 3¢ GeKTUBHOCTb HUHTeIaH0a TIpu
JIeUEHU U TTAMEHTOB O0ObEAMHEHHOI TpyIIbI ¢ (pudpo-
supytomumu M3J1 ¢ nporpeccupyromiuM GeHOTUITOM
(COCTOSINM U3 HECKOIBKUX KIMHUYCCKU Pa3TMIHBIX
KaTeropuii 3adboneBanuii, Bkimouas M3JI B pamkax ay-
TOMMMYHHBIX peBMaTojiorndeckux 3adoneBanuii, XI'TI,
unuonatuyeckoir HCHUII u T. m.) 3a c4eT yMeHbILIECHUS
€XETOIHBIX TEMITOB CHIDKCHUS (PYHKIIMU JIETKUX depe3
52 Hen. neyenus [11].

Ha cerogHsimuHuii geHb MpeacTaBIeHU O YacToTe
Gubpo3a Jerkrux v ero NporpecCUupoOBaHUU CPEeIU Ma-
reHTOoB ¢ pa3mmaabiMu M 3J1 kpaitHe maito. CoBpeMeH-
HbIC TaHHBIC JIUTEPATYPhl OMMMPAIOTCS Ha Pe3yJabTaThl
MHTEPBBIOMPOBAHMS U OITpOCca Bpayeid, 0 MHEHUIO KO-
TOphIX, y 13—40 % nanuenTos ¢ otaeabubiMu U3J1 pas-
BUBAETCS Mporpeccupyomuii Gudposupyromuii peHo-
tur (IT®D) N3J1, Berpevaromuiics B 100 % ciydyaeB mpu
NJI® [24—27]. ITo naHHBIM HEKOTOPBIX UCCICIOBAHMIA,
00111as1 OIIEHOYHAs PacIpOCTPAaHEHHOCTD MPOTPECCUPY -
fommx pudposupyromux M3J1 KonebaeTcss B 1uana3oHe
2,2—20 Ha 100 TeIc. B EBpomne [28—30] u 28 Ha 100 ThIC. —
B CIIIA [31], uyTO, BeposiTHEE BCETO, SIBJSIETCS] OTPAXKEHU -

eM reorpaguueckoii 1 METOJ0JI0TUUECKOI reTepOreHHO-
CTU, UCTIOJIb30BAHHON 1711 pacueTa rmokasartelieil, a He
UCTUHHBIMU Pa3IMYUSIMU B pacIpocTpaHeHHOCTH [32].

Llenwio uccenoBaHus SIBUIOCH U3YUCHUE CTPYKTY-
pbI pudposupyronmx M3JI u yactorsl [TOD 1o naHHBIM
peructpa 6oabHbiXx U3JI, mpoxusatomux B UpkyTcke
(Poccus).

Matepuanbl u meTogbl

Ha 1-m stare ¢hopMrpoBaHUST IPOCIIEKTUBHOTO PETUCTPa
BO BCe JieueOHbIe YUpPEeXKIeHUs ropoaa ObLIM pa30CiaHbl
MHGbOPMAalLIMOHHbBIE TTMChMa C PeKOMEHIALUSIMU O Ha-
TpaBJIeHUN Ha KOHCYJIBTAIIUIO MMAIlIMeHTOB cTapiie 18 jet
C YCTaHOBJICHHBIM nuarHo3oM M3J1 uiau momo3peHEeM
Ha M3JI. Ha 2-m srane nnarno3 M3J1 y kaxknoro nauu-
€HTa MOATBEPXKACH IMPU KOJIJIETHaTbHOM OOCYXIeHUU
¢ yyacTrieM 2—3 IyJIbMOHOJIOTOB, UMEIOIIMX OITBIT PA0OTHI
¢ maumeHtamu ¢ M3J1, 1 peHTreHOJIOTa, a IIPU HEOOXO-
IMMOCTU — MopdoJiora, peBMaToJiora, rmpodgrarojiora
U JpYrux cieuuaaucToB.

B peructp Ob1n BKItOYEHBI 60JbHBIE (1 = 270: 158
(58,5 %) xeH1uMH; cpeaHuii Bo3pacT — 58,5 (46; 67) rona)
pasmmuHbiMu U3JT.

Bce manmeHThI ObLTM pa3aeaeHbl Ha 4 TPYIIbI corjiac-
Ho akTyanbHolt kKinaccudukauuu U3JT [3, 4]:

* l-grpynna (n = 106) mauuentsi ¢ M3J1 ycraHOBIEH-

HOU 5THOJIOTUM;

* 2-grpynna (n =66) — 1A ¢ MANONMATUIECKUMHU WH-

TepcTuliMaibHbiMu THeBMOoHUsIMU (U ATT);

* 3-grpynmna (n = 74) — 60JIbHBIE CAPKOUTO30M;
* 4-grpynna (n =24) — MalMeHTHI C IPYTUMHU / PEAKU-
mu U3J1.

Ha xoHcynbTaiuio HanpaBiaeHbl HalUeHTHI (1 = 293)
crapie 18 jer, 23 13 KOTOPHIX HE BOLIJIN B MCCIIEIO-
BaHME IO TIPUIMHE WH(PEKIIMOHHBIX, OHKOJIOTUYECKIX
U KapAMOTE€HHBIX TBYCTOPOHHUX U3MEHEHUH B JIETKUX.

ITpoTokon ucciaenoBanust onodopeH Komuretom 1o
STHKE HaYYHBIX McciieqoBaHnii MpKyTCKOI TocymapcT-
BEHHOI MEIULIMHCKON aKaIeMWH MTOCIESINTITIOMHOTO 00-
pazoBaHus — hunmana PenepaabHOro rocy1apCTBEHHOTO
OI0KETHOTO 00Pa30BaTEIbHOIO YUPEXKICHUST JOTTOJIHU -
TeJbHOTO MpodeccuoHabHOro 00pazoBaHus «Poccuiickast
MEIMITMHCKAS aKaeMUsT HEMTPEPHIBHOTO MPOoheCcCHOHATb-
Horo o0pa3oBaHUsI» MUHUCTEPCTBA 3APABOOXPAHEHUS
Poccniickoit @enepamum (ITpotokosr Ne 9 ot 29.11.18).

Y KaxImoro MmamyeHTa Mojy9eHo MMUChbMEHHOE MH(Op-
MHMPOBaHHOE COTJIACUE HAa YYaCTHE B UCCIICIOBAHUM.

YV Bcex malMeHTOB MpOoaHATM3UPOBAHbI KIMHUKO-
aHaMHecTUYecKue, JabopaTopHble, (PYHKIIMOHATBHBIE,
KTBP- (B T. 4. B paMKax ITMHAMUYECKOTO HAOIIOIECHUS )
", TIPU HAIWYNU, — TUCTOJIOTUYecKre naHHblie. Cpok
TUHAMUYECKOTO HaOIIOACHUS 3a MallUeHTAMU COCTaB-
Jsin 1-5 net. IlepuoaMYHOCTL OCMOTpPa U 00CIeTOBaHUS
OlLICHWBAJIaCh UHAWBUIYAJIBHO B 3aBUCUMOCTHU OT KOH-
KPETHOM HO30JIOTMYECKO (POPMBI, CTETIEHU TSIKECTU
U nmoJsiyyaeMoit Tepanuu. Ha ocHOBaHUM MOJTyYeHHBIX
JAaHHBIX ObLT chopMUPOBaH peructp nauueHTon ¢ U3J1,
MMPOXMBAIOIINX B MIpKyTCKe.

BrIpaxkeHHOCTDH OABIIIKHM OLICHWBAJACh IO IIIKaje
Modified Medical Research Council (nMRC), kaunsg —
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o Bu3yajbHoI aHanorosoii mkajne (BALLD) (0 — kamenn

oTcyTcTBYeT, 10 — Kaueab MaKCMMaabHO BhIPaXKeH).

IMoxa3zarenu eroyHoM QYHKIIUU OMPEaeISIIINCh T10-
cpeacTBoM criupomeTpun (Schiller Spirovit 1, Betina-
pust) u nyabcokcumerpuu (OxyWatch, Kurait). KTBP
Jierkux BoimosHstaack B 100 % ciayvaes. Y Bcex MallMeHTOB
MIPOBOAMJIVICH MCCIIeMOBaHIE ITOKAa3aTeIeil o0Iero aHa-
Jm3a KpoBu, C-peaKTMBHOTO OejiKa, CEPOTOTUISCKUMA
CKPUHMHT TSI UCKJTIOYEHHUSI CUCTEMHBIX peBMATOJI0TYe-
CKUX 3a00JIeBaHUI, BKITIOYAIOIINI B ce0s OIpeie/ieHre
PEeBMaTOMIHOTO (paKTOpa, aHTUSIAEPHBIX AaHTUTE]T, aHTH-
TeJI K HUKINISCKOMY IUTPY/UTMHUPOBAHHOMY TTeTITHLY,
MPY HEOOXOJUMOCTH — IPYrUe J1abopaTOPHbIE MapKepPHI.
V99 (36,7 %) malMeHTOB IUArHO3 BepUGDULIMPOBAH T -
croyiorndecku. Takske BHITTOIHSIIOCh MOP(hOJIOTHISCKOE
HCClieIOBaHNE JITOYHOM TKaHU (7 = 73), MeIuacTUHAIb-
HbIX JInMPaTndeckux y3ioB (JIY) (n = 12), koxu (n = 6),
nepudepmaeckux JIY (n = 4), ropranu / 6poHX0B (1 = 3)
u JIY Boport nouku (n = 1).

M3JI otHOCUIIOCH K (DUOPO3UPYIOMINUM TI0 JAHHBIM
KTBP 3a npeniectByomue 12 Mec. mpu oOHapyXKeHUU
> 10 % peTUKYIApHBbIX U3MEHEHUI B COUETAHMU C TPAKLIK-
OHHBIMM OPOHX03KTa3aMU 1 / W «COTOBBIM JISTKUM» [11].

I[PD nguarHocTrpoBajcs Ha OCHOBAHUU CJIEAYIOLINX
KPUTEPUEB:

+ orHocutenbHOe cHXeHue MXKEJI Ha > 10 %HOM_
3a MpeaIIecTByoIIe 24 Mec. ;

* orHocutenbHoe cHuxkenne OXKEJ na 5-10 %,
B COYETAHUU C YXYAILIEHHUEM PEeCITUPATOPHBIX CUM-
MITOMOB WJTY yBemdeHreM ruromany JID mo tTaHHBIM
KTBP;

*  YXYOIIEHHWE PECITUPATOPHBIX CUMIITOMOB B KOMOMHA-
uuu ¢ ygennueHveM ruiomanu JI® no nanusim KTBP.
CTaTUCTUYECKII aHAJIN3 TTOJIYIeHHBIX TaHHBIX OCY-

IIECTBIICH C TIOMOIIIBIO IIporpaMMEI Statistica 12.0 (Statsoft

Inc., CIIIA). IIpoBepka Ha HOPMAJILHOCTh pacIpeaeie-

HUS TPOBOAMIACH C MCMOJIb30BaHMeM Kputepus [lamu-

po—Yunka. PesynbTaThl mpeacTaBieHbl B BUE CPEIHEro

U CTAaHIAPTHOTO OTKJIOHeHUs (M * SD) wnu MeauaHbl

(Me), nmxHero u BepxHero kBaptuiieit (Me (Q1, Q3))

B 3aBUCUMOCTHU OT HOPMaJIbHOCTU paclipefesieHusl TaH-

HBIX. JIJ1ST OLIEHK! pa3Tnauii MeXKIy 2 TpyNaMu B 3aBUCH-

MOCTHU OT HOPMAJILHOCTH PACIIpeIeICHNS 1 TUTIA TAHHBIX

HCTIOJIb30BaHbI IBYXBBIOOPOUHBII Kputepuii CThIOACHTA

u TecT MaHHa—YuTHU. [ OLIEHKU pas3induil MeXIy

4 rpymniiaMu cpaBHEHUS PUMEHEHBI Kputepun Kpycka-

na—Youuca u 2. Yposenb p < 0,05 NpuHST KaK CTaTh-

CTUYECKHU 3HAYUMBIN.

Pesynbrarthl

IMauuentsl ¢ UUII O6b111 CTaTUCTUYECKN 3HAUMMO CTapliie
OOJIbHBIX U3 APYTUX Ipymn, Me Bo3pacta coctaBuia 67 (61;
75) net (p <0,001). B 1-if rpyniie He3HAYUTEIbHO MpeBa-
JIMPOBAN My>XIMHBI — 54 (50,9 %); B OCTaTBHBIX TPYIIaxX
npeobnamany xeHHel — 57 (77,0 %) (p = 0,002); a6-
COJIIOTHOE OOJIBIIIMHCTBO COCTAaBUJIM OOJIbHBIE CAapKOWIO-
30M B CPaBHEHUM C MauueHTaMu 1-it, 2-it u 4-ii Tpyrm.
Y marmeHToB 1-it 1 2-if TPYIIIT YCTaHOBJIEH CYIIECTBEHHO
XyALuii hyHkumoHanbHbii ctatyc (PXKET — 74,4 £21.,9
n 78,2 £ 21,9 % cooTBeTCTBEHHO). Y JIMII C CAPKOUI030M

(3-s1 Tpyrna) OTMEYEH CyIeCTBEHHO 00Jiee BbICOKUI ypO-
Beub ®XKEJI — 92,5 20,7 %.

IMpusnaku JI® o marusiM KTBP BeisiBiensr y 104
(38,5 %) mauuentos, y 61 (22,6 %) u3 uux M3J1 coorBeT-
crBoBasn Kputepusim [TOD. Hanbosnbiiee ynciio mamm-
eHTOB ¢ ¢pubposupyomwmm M3JT — 58 (54,7 %) orMeueHO
cpenu 60bHBIX M3J1 ¢ ycTaHOBICHHBIMU TTPUYMHAMHA
u B rpynme MUII — 40 (60,6 %) ripu aGCOIOTHOM IIpe-
obnamanuu naueHToB ¢ MJI®D. Cpenu namuentos ¢ U3J1
C YCTaHOBJICHHBIMU TTPUYMHAMY HaNOOIBIINI YISTbHBII
Bec ¢pudbposupyromux M3J1 otmedeH y 6oabHBIX 3],
accounupoBaHHbiMu ¢ CCJ, PA u XI'TT — 100, 60,0
1 90,9 % ciyyaeB COOTBETCTBEHHO.

ITpu capkouno3se Toabko y 6 (8,1 %) GONIbHBIX OT-
MeueHbl npusHaku JI®. Heobxogumo Takke OTMETUTH
BBIpaXX€HHYIO BHYTPUTPYIINOBYIO rereporeHHocTs MITT
110 YacTOTe BCTpeuyaeMoCcTu (pubpo3a JeroyHoil TKaHu,
npu 3ToM y 77,5 % TaluMeHTOB TaHHOW TPYIIIbI BhISIB-
sieasl UJI® nu HCUII. Taxk, ipu UJID — B 100 %, a npn
HCHUII — B 71,4 % cnydaeB HaGmonancs pubpo3upy-
IOLIUI JIETOYHBIA MPOLIECC, TOTAA KaK IIPYU OPTaHU3YI0-
IIeiicsT THEBMOHUU ClTydaeB (hHOPO3UPYIOLIETO TeUSHUS
3a00J1€BaHUS HE BBISIBJIIEHO (Ta0I. 1).

IMauuenTs! ¢ pudposupyrommrmu M3J1 6b11m crap-
e (61,4 & 13,6 rona) 60JbHBIX O€3 TPU3HAKOB (PUOpPO3a
(53,1 £ 15,2 ropa; p <0,001), cpenn HUX npeodaaganu
MyxurHbI (55 (51,9 %); p = 0,006), Torna Kak rpymnra
0OBHBIX O3 TIPU3HAKOB (PUOpOo3a MpeacTaBiecHa Mpeu-
MYILECTBEHHO XeHIIMHamMu — 114 (68,7 %).

ITpu cpaBHUTETBHOI OLIEHKE KIIMHIYECKON KapTUHBI
y TAUEHTOB ¢ (GUOPO3UPYIOIIUMU U HEDUOPOZUPYIOLIN-
mu M3J1 B mepBoM cirydae yaile BCTpeYalanch CIeAyIoLe
CUMITTOMBI:

« onpiuka (94,3 u 68,1 % coorBercTBeHHO; p < 0,001);
« kaenb (91,5 u 72,3 % coorBercTBeHHO; p < 0,001);

+ cinaboctb (78,8 1 63,2 % coorBercTBeHHO; p = 0,007);
» cHmxeHue macchl Tena (30,7 % u 16,8 %; p = 0,007).

V nauuenTtoB ¢ ¢udposupyomnumu M3J1 yaie or-
Mevannch Tabakokypenue (46,1 % vs 31,9 %; p = 0,018)
" npodeccruoHanbHbIe MU OBITOBBIE (DAaKTOPHI HebOIa-
TONPUATHOTO MHTAISLIMOHHOrO Bo3aeicTeus (34,6 % vs
22,9 %; p =0,03).

I1pu 0OBEKTUBHOM OCMOTPE CUMIITOMBI «0apabaHHBIX
Majo4ek» 1 / WK «4aCOBBIX CTEKOJI» B 6 pa3 vaille HabJIio-
Jaauch y oL ¢ pudposupyrommmu M3 (22,1 u 3,6 %
cootBeTcTBeHHO; p < 0,001), Tak ke, Kak KpernuTauus
B 3agHe0a3aabHbIX oTaenax (80,7 u 18,6 % cooTBeTCT-
BeHHO; p < 0,001).

DyHKUIMOHAIBHBINA CTATyC MALMEHTOB ¢ (PUOPO3M-
pytomiumu M3JT ObLT cylIecTBEHHO HUXKE (CHUXEHUE
®XKEJI y manmueHTOoB ¢ GUOPO3UPYIOIINM ITOPAXKEHU -
em jerkux — 2,4 + 08 1u 71,5+ 21,2 % vs3,1 +
0,91m87,6+21,7%, . — Tpx OTCYTCTBMHU NPU3HAKOB
¢ubpo3sa; p < 0,001). JIpixaTesbHasi HENIOCTATOYHOCTh
B 2 pasa yaiie oTMedanach rmpu JI® 1Mo cpaBHEHUIO
¢ Heuobposupyommmu M3 (60,6 u 32,5 % cooTBeTcT-
BeHHO; p < 0,001).

3a nepuon HabroneHUs y manueHToB ¢ JID otmeueHa
3HAUYMUTEIHHO 00JIee BBICOKASI CMEPTHOCTD OT BCEX ITPUIMH
IO CPAaBHEHUIO C TAKOBOM IPHW OTCYTCTBUM IMPU3HAKOB
bubpo3za (46,1 u 11,4 % coorBercTBeHHO; p < 0,001).
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Tabauua 1

Cmpykmypa unmepcmuuuaibHbLx 3a604e6aHUl A1€2KUX N0 OAHHBIM Pe2UCIPA GOAbHLIX UHMEPCIULUALbHBIMU
3aboaesanuamu aezkux, npoxcusarouiux ¢ HUpxymcke (Poccus)

Table 1

Incidence of interstitial lung disease according to the register of the city of Irkutsk

Bapuant U3N Bcero
N30 ¢ ycTaHoBneHHo aTuonoruei 106
Xrn 22
W31, accounmpoBaHHbie c:
* CUP3 (Bcero) 54
«CCa 13
*PA 20
[Dpyrue W31, accounnpoBaHHble ¢ CUP3' 21
JlexapcTBeHHo-uHAyuMpoBaHHoe U3JT: 17
* ipyrue** 13
KN (scero) 66
s vno 16
« HCUn 21
Heknaccudmumpyemas UN: 9
* MHTEPCTULMANbHAA NTHEBMOHMS C ayTOMMMYHHbLIMW NPU3HAKaMM 5
* KPUNTOTEHHAs OPraHM3yHoLascs NHEBMOHMA 12
* fipyrve 3
Capkonpo3 74
[Dipyrve U311 2
* MAMONATMYECKas XPOHNYECKas 303MHOGMNBHAA MHEBMOHNS 9
* NTaHrepraHCOoKNeTOYHbIi FMCTUOLNTO3 5
* IMMdpaHrnonenomMmnomaTos 5
* NIEroYHbII anNbBEONSPHbINA NPOTENHO3 3
* apyrue 2

W3N 663 dMBposa, n °“$|'°3°;’”r']"{:2;“"e M3N ¢ NS, n (%)
48 58 (54,7) 32(302)
2 20 (90,9) 16 (72,7)
2 32(592) 13 (24)
0 13 (100,0) 5(38.5)
8 12 (60,0) 4(200)
14 7(333) 4(190)
14 3(17,6) 1(59)
10 4(308) 3(231)
% 40 (60,6) 26 (304)
0 16 (100,0) 16 (100,0)
6 15(71.4) 5(238)
4 5 (55,5) 3(333)
2 3(60,0) 2 (40,0)
12 0 0
3 0 0
68 6(81) 341)
u 0 0
9 0 0
5 0 0
5 0 0
3 0 0
2 0 0

Mpumevanme: U311 - nHTepcTuLmManbHble 3abonesanus nerkux; NS — nporpeccupyrolumii hubposupytowuit derotin; XIT - XpoHudeckuit runepyyBCTBUTENbHbIA NHEBMOHMT; CUP3 - cucTeMHble
JIMMYHOBOCTANKTENbHbIE peBmaTonoruyeckite 3abonesanus; CCLl - cucTeMHas cknepopepmus;; PA — pesmatouatbiit aptput; AWM - upionatdeckie MHTEpCTALMANbHbIE NHeBMOHMM; T —
uavonaTuyeckuit nerouHbii dmbpos; HCUM — Hecneumdmyeckas MHTEPCTULMANbHas MHEBMOHUS, * — MHTEPCTULMANbHBIE 3aB0NIeBaHNS NETKWX, aCCOLUMPOBAHHbIE C AHKUMOVPYHOLLMM CMIOHAVO-
ApTPUTOM, CMeLLAHHbIM 3a60n1EBaHVEM COBMMHTENBHOI TKaHH, CHCTEMHOI KpacHOi BOM4aHKoi, Gonenblo LLierpea, AepMaTononMMiouToM it BaCKyUTaMK; ** — Apyrie MHTepCTULManbHble
3ab0neBaHvIs NErkwX BKMI04any NHEBMOKOHVO3, UHTEPCTULMANbHbIE 3a60MeBaHus NerkviX, acCOLMMPOBAHHbIE C BUPYCOM UMMYHOLE(MLUVTA YenoBeka, MMGOLMTapHas MHTEPCTALMANbHAS MHEB-
MOHIS Ha (hoHe 0BLLeVt BapvabenbHOi MMMYHHOV HEROCTATONHOCTH, UHTEPCTULMANbHbIE 3a00NeBaHNS NerkvX, aCCOLMMPOBaHHbIE C HECTIELM(UHECKIM S3BEHHBIM KOMUTOM.

Note: *, interstitial lung diseases associated with ankylosing spondylitis, mixed connective tissue disease, systemic lupus erythematosus, Sjdgren’s disease, dermatopolymyositis, and vascultis;
** other interstitial lung diseases included pneumoconiosis, interstitial lung disease associated with HIV, lymphocytic interstitial pneumonia against common variable immune deficiency, interstitial

lung diseases associated with ulcerative colitis.

Y 58,6 % nauueHToB ¢ Ghubposupyrommumu U3J1
(22,6 % obmero yncita mayeHToB ¢ MI3J1 B peructpe) BbI-
SIBJICHBI CUMITTOMEI TIporpeccupoBaHust. CTaTUCTUICCKU
3HAYMMBIX TEHIEPHBIX M BO3PACTHBIX Pa3JIMIMil B CpaB-
HeHuH ¢ 6obHBIMU JID 6e3 mpu3HaKOB MPOrpeccupoBa-
Hus He oydeHo (p = 0,28). OnHako cpeau au ¢ U3J1
¢ [IOD camas crapiiasg Bo3pacTHasI TpyImna (CpeTHui
Bo3pact — 74,4 + 6,4 roga) npeacTasieHa MalueHTaMU
¢ MJI® 1o cpaBHEHUIO ¢ KOTOPTOM OOJIbHBIX IPYTUMU
N3JT ¢ TTOD (58,6 £ 13,2 rona; p <0,001).

3a nepuon HaomoaeHus B 100 % ciiyyaeB y GOJIBHBIX
NJI®D ormeyeHo nporpeccupoBaHue 3a00JeBaHUs C Jie-
TabHBIM HcxonoM. Kpome Toro, y manmenTtos ¢ UJID ot-
MEYeH CaMblii KOPOTKU Mepruo HabII0AEHUS, OTpaXKaro-
I BpeMEeHHOI MHTePBaJ OT 1-TO CHMITTOMA 10 CMEPTH
(35,5 (24; 49) mec.; p = 0,01) mo cpaBHEHUIO C IPYTUMU
N3J1 ¢ I1OD (taba. 2).

ITpu BBISIBAEHUM TIpOTrpeccupyloiero Gudposupy-
fomero M3J1 B 100 % ciyyaeB 601bHBIE TTPEABSIBISIIN
KaJIoObl HAa OABILIKY M Kauieab. [Ipu oLieHKe OAbILI-
ku no mwkaie mMMRC y mauumenros ¢ UJID ormeyena
06b11ast BBIPAXXKEHHOCTh PECITUPATOPHBIX CUMIITOMOB
MO CpaBHEHUIO ¢ 601bHBIMU He-UJID [TOD — 3,6 +
0,4 6amma vs 3,3 £ 0,7 6amna (p = 0,04), a mpu olleHKe
kauurs o BAII — 8,0 = 1,4 6ayta vs 6,6 £ 2,1 6ania
(p =0,03). Yposeur ®KEJI 6bu1 conocTaBUM B 00eUX
rpynnax: 1,7 + 0,38 1 (54,7 £ 8,6 %, ) — cpenu naum-
enroB ¢ MJId u 1,9 £ 0,6 1 (56,6 = 15,4 % — pu
napyrux U3J1 ¢ TIOD (p =0,33).

OO6paiaet Ha cebs1 BHUMaHKe reTepOreHHOCTh KOrop-
TBI [TOD. Tak, MJID n XI'TI cratucTiyecKn 3HAYMMO
HE pa3IMyaloTCs M0 TAKMM KJIIOYEBBIM IapaMeTpaM, Kak
BBIpaXkeHHOCTDh oablku (p = 0,31) u xkauwsa (p = 0,27),
HaJIMYMIO CUMITOMA «0apabaHHbIX MAIOUYEK» U «4aCOBbBIX

HOJT)K.)
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Tabauua 2

Kaunuro-ynkuyuonaivhas u KoMnoromepHo-momozpaduueckan XapaKkmepucmurka UHMepCcmuuiaIbHoIx 3a001e6aHuil

Ae2KUX C NPO2Peccupyiowum uopoupyrowum enomunom

Clinical, functional, and HRCT characteristics of interstitial lung diseases with progressive fibrosing phenotype

Mapametp e

Yucno naumeHToB, n 16
CumnTombl:
Opbiwka, n (%) 16 (100)

* mMRC, 6annbl 3704
Kawenb, n (%) 16 (100)

* BALL, 6annbi 80£13
CHuxeHune maccbl Tena, n (%) 13 (81,2)
g:lel:l(g:;tazl(%apaﬁauublx nanoyek» n «4acoBbIX 10 (625)
Kpenutauus, n (%) 16 (100)
DyHKUMOHANbHAasA XapaKTepucTuka, %

* §p0, 84255

* OXEN 54,786
KTBP-cumntombl, n (%):

* (COTOBOE erkoe» 13 (81,2)

* TPaKLUMOHHbIE GPOHX03KTa3bI 16 (100)

* PETUKYNAPHBIE U3MEHEHMs 16 (100)

* <MaToBOE CTEKIO» 1(6,2)

* KOHCONMAALMA 0

* 6asanbHoe npeobnagaHue 14 (87,5)
Teuenve n ucxon
Bpems ot nosiBneHns cMMNTOMOB A0 AUArHo3a, Mec. 16 (6;24)
Bpems ot nepsoro cumnToma Ao CMepTH, Mec. 35 (24;49)
CwmepTb, n (%) 16 (100)

Table 2
nan,
Xrn accouMMpoBaHHbIe Opyrve UAN p
¢ CUP3
16 13 10

16 (100) 13 (100) 10 (100) -
34£06 31105 34+05 0,06

16 (100) 13 (100) 10 (100) -
7316 58+20 59+24 0,02

11(68,7) 7(53,9) 7(70) 03
9 (56,2) 3(23,1) 4 (40) 0,05
16 (100) 11 (84,6) 8 (80) 0,12
84168 90,1+5,3 86,5%6,7 0,05
49,7 £15,6 59,9 17,2 61,6 11,9 0,13
13 (81,2) 6 (46,1) 7(70) 0,19

8 (50) 11 (84,6) 9(90) <0,001

18 (100) 13 (100) 10 (100) -
6 (37,5) 5(38,5) 3 (40) 0,25
0 1(1,7) 2 (20) 0,04
9(56,2) 8 (61,5) 3 (30) 0,04

12 (9,5:48) 31 (9;84) 30 (12:48) 0,1
55 (23;90) 54 (27:57) 83 (36;99) 0,01

6(37,5) 5(38,5) 7(70) 0,007

Mpumeyanme: V3N - nhTepcTuupansHoe 3abonesatie nerkux; MO® - nporpeccupytolwmit dubposmpyroLwmin derotvn; UN® — naronatideckinii nerouHsii (pubpo3, XMl — XpoHudeckuit runepyye-
CTBUTENbHbIA MHEBMOHKT; CYP3 — cucTeMHbIe MMMYHOBOCANUTENbHbIE peBmaTonoriyeckue sabonesanis; VAT - uanonatnyeckue uhTepeTiLManbHble nHeBMoH; BALL - Bu3yanbas aHanoro-
Bad wkana; MMRC (Modified Medical Research Council) - wkana BeipaxexHocTv ofsilukw; SpO, - caTypauva kposu kucriopoom; GXKE ~ dopeiposaHHas KuaHEHHas eMKOCTb NIErkux.

ctekom» (p = 0,82), ypoBeHb caTypaii KpOBU KHCIIOPO-
nom (Sp0O,) (p =0,98), ®XKEJI (p = 0,58), obHapyxeHne
MaTTePHOB «COTOBOTO Jierkoro» (p = 0,3) U PeTUKyYISIp-
HbIX u3MeHeHu no naHHbiM KTBP, Bpemst oT nosineHust
1-ro cumnToMa 10 yctaHoBieHus nuarHosa (p = 0,50). Ie-
puon OT AedroTa 3a00JIeBaHMSI 10 CMEPTU XapaKTepru30BaJl-
¢s1 06BIIEH MPOIOKUTETLHOCTBIO 115 TTatreHToB ¢ XI'TI
1o cpaBHeHwmio ¢ 1D (p =0,042). Ommuus 3aTparuBain
cepy KTBP-auarHoctuku (TpaklIMOHHbIE OPOHXO3KTA3bl
pexe BusyanusupoBanuch pu XI'TI (p < 0,001), a «maTo-
Boe CTeKJI0» — vatie; p =0,04), a Takke MporHo3 3a00JieBa-
Hus (ipu MJI® neranbHOCTh coctaBuiia 100 %, Torna kak
ripu XI'T1 3a aHayTorn4HbIN rtepro HadmoaeHus — 37,5 %
(» =0,004)). 3J1, accoriunpoBaHHbIE C CUCTEMHBIMH UM~
MYHOBOCHIAJIUTEIbHBIMU PEBMATOJIOTMYECKMMU 3a001eBa-
ausimu (CUP3), o cpaBHeHMIO ¢ JID XapakTepu3yroTcs
OoJiee OIATOIIPUSTHBIM TEUCHHUEM IT0 TAaKUM ITapaMeTpaM,
KaK BBIpaXXeHHOCTh ofbIku (p = 0,009) u kauwsa (p =
0,009), cuMnToMbl «0apabaHHBIX MAJTOUYEK» U «4aCOBBIX

crekon» (p =0,03), yposenb SpO, (p =0,02) u nokazareb
cMeptHOcTH (p = 0,005).

TakuM ob6pa3zom, MpeacTaBieHHbIE JaHHbIE CBUIE-
TEJIbCTBYIOT O KpaliHe HebaaronpusitHoMm TeueHuu U3J1
¢ [NTOD, xapakTepu3ysICh TSIKETBIMU KIIMHUKO-(PYHK-
LIAOHAJBHBIMU MPOSIBJCHUSIMHU, TIPOTPECCUPYIOISH
NbIXaTeIbHON HEIOCTaTOUHOCTHIO U BBICOKUM PUCKOM
setasibHOrO Mexona. MJIMD kak kimaccuveckasl MOJEb
[P xapakTepusyeTcst caMbIM OBICTPBIM TIEPUOIOM ITPO-
rpeccupoBanus 3a0oneBanust U 100%-HOoit cCMEPTHOCTBIO
3a 5-JIeTHUI Tepuoa HaOMIOAeHUSI.

ITo maHHBIM JIOTUCTUYECKOTO PErPeCCUOHHOTO aHa-
JiM3a MoKa3aHo, 4To K (hakTopaMm pucka ¢Gudpo3upyro-
mero TeueHust M3J1 MoryT OBITh OTHECEHBI CIICAYIOIINE
MPU3HAKU:

*  Myxckoii most (O — 2,1; 95%-nwrit N — 1,2-3,3;

p =0,004);

+ Bo3pact > 65 et (O — 2,1; 95%-nb1it AN — 1,2—3,3;

p =0,005);
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OpuruHanbHble uccnepoBatus « Original studies

* kajo0bl Ha OABIIIKY B ne0roTe 3aboaeBaHus (O —
2,2;95%-np1it 1N — 1,3—3,8; p =0,002);

+ cHixeHnue maccel tena (O — 2.2; 95%-ubiit U —
1,2-3.,9; p =0,0006);

« Kkypenue B aHamHese (OI — 1,8; 95%-uprit AU —
1,1-3,0; p =0,01);

*  MO3IHSS IUarHOCTUKA — BPEMSI 10 YCTAHOBJIEHUS d1-
artosa > 12 mec. (O — 4,1; 95%-ub1it U — 2,4—
7,1; p <0,001);

« kperurauust (O — 18,3; 95%-ubiit I — 9,8—34,2;
p<0,001).

Bce nepeuriciieHHbIe (DaKTOPbI MOTYT PaCCMaTPUBATh-

Cs1 B KAYECTBE KPUTEPUEB HEOJIAronpusITHON SBOTIOLUU

3a00J1eBaHUS U TPEOYIOT HACTOPOKEHHOCTU B OTHOILLIEHUU

BBICOKOI BEPOSITHOCTH (popMupoBanusi [1DOD.

O6cyxpeHue

ITo pesynbratam ananusa cTpyktypsl U3J1 y BitoueH-
HBIX B PETUCTP MAIIMEHTOB, MpoXuBaromux B MpkyTcke
(n = 270), moka3aHo, YTO MUHTEPCTULIMATbHBIE TTOPaAXKE-
HUS XapaKTepU3yIOTCs 3HAYUTETLHOM BapruabeIbHOCThIO
SBOJTIIOLIMY B paMKaX pa3INnIHbIX HO30JIOTHIA, a TPU3HAKHI
(MOPO3MPYIOLIEro TeYeHUST OTMeUEHBI B 38,5 % ciydaes.
B nutepartype B HacTosiIee BpeMs MpeACcTaBIeHbI ey -
HWYHBIE UCCIIEIOBAHMS 10 OLIEHKE PACIIPOCTPAHEHHOCTH
dubposupyromux M3J1, koropas cocrapiset ot 16,34
Ha 100 teic. HaceneHus [28] no 30,3 Ha 100 ThIC. — cpenn
My>kuuH 1 27,5 Ha 100 Teic. — cpenu xkeHuuH [31]. Petpo-
CMEKTUBHAs OlieHKa (post-hoc-aHanu3) pacpoCTpaHEeH-
Hoctn U3JT ¢ MDD paznmnuaercs ot 2,2 1o 20 Ha 100 ThIC.
HaceneHus B EBponie n 28 Ha 100 teic. — B CLLIA [12].
Pacnipoctpanennocts JID 1Mo maHHBIM perucrpa mna-
LIMEHTOB, MpoxXuBaoux B UpkyTcke, cocraBuia 22,2
Ha 100 TeIC. HaceneHus (B3pocioe HaceneHne MpKkyrcka
Ha Havaso 2020 r. cocTasJsuio 476 908 yesoBek), B TO Bpe-
M Kak pacrpoctpaHeHHOCTh [TD® — 13,2 Ha 100 ThIC.
HaceJIeHUsI, YTO COMOCTABUMO C SIMUIEMUOTOTMYECKUMU
TAHHBIMU, TIPEICTABICHHBIMU B INTEPATYPE.

Yame Bcero (ubpo3upymolee u Mporpeccupyro-
mee teueHue M3J1 ormevaetcst y 6oababix MUIT (60,6
n 39,4 % cOOTBETCTBEHHO), HECKOJIBKO peke — Y Taru-
eHTOB ¢ u3BectHoi atuojorueit U3J1 (54,7 u 30,2 % co-
OTBETCTBEHHO), TOTIa KaK CPeIr OOJIbHBIX CAPKOUIO30M
3a(pUKCUPOBAHbI EAMHUYHbBIC Cydau (pUOPO3UPYIOIINIX
dopm u I[TOD (8,1 m 4,1 % coorBeTcTBeHHO). OTHAKO TTPU
OIICHKE OTIEIBbHBIX HO30JI0TUIECKUX (DOPM YCTAaHOBJICHO,
410 npu MckiaoueHnn MJIMD, 151 KoToporo xapakTepHoO
100%-Hoe niporpeccupyoiiiee (prudpo3upylolee TeUeHKe,
Hanbosee yacto [1PD scrpevaercs npu XI'TT —y 72,7 %
o6oabHbIX. [lanHbie uccaegoanust INBUILD Takske cBu-
TIEeTEJIbCTBYIOT O TIpeodIagfaHUuU CPEIU MPOTPECCUPYIO-
mwux puoposupyommx M3JT 6oababix XI'TI [11]. Kpome
TOTO, TI0 pe3yJIbTaTaM CPaBHUTEJIBHOTO MCCIIeTOBAHUS
y mmareHToB ¢ MJI® n [TO® XT'TI mpogeMOHCTpUPO-
BaH COITOCTABMMBIN MPOMUIb IBOTIOIUN 3a00JIeBaHUSI
1 BBIXKMBAEMOCTH IMALMEHTOB C TUMU HO30J0TusiMU [33].

Honst nporpeccupyomux M3J1, accounnpoBaHHBIX
¢ CHP3, cocrapuna 24,1 %, cpeny KOTOPBIX > %/, GOJIbHBIX
npencTaBieHbl, Kak U B ucciaegosanuu INBUILD [11],
nByMst HozostorusiMu — CCJI u PA. CyliecTBeHHO MeHb-

1IYI0 IOJIIO TI0 CPAaBHEHUIO C TAKOBOM IO JaHHBIM HCClIe-
nosanust INBUILD, npencrapisitoT nauentsl ¢ HCUTI
(8,2 % Bcex U3J1 ¢ [TOD) u HekIaccubUIIMpyeMOil H-
TepCTULIMAIBHOM THeBMOHMEN — 4,9 %. He3HaunTtenbHOE
YUCJIO JIMII C THEBMOKOHUO3aMU MOXET ObITh 00YCJIOBJIE-
HO TIPEMMYIIECTBEHHBIM BeICHUEM MAllMeHTOB C JaHHOM
IMaToJI0THE ITPOGIIATOIOTAMM.

Heob6xonmumo orMetuTsh, uro MJIM kxak npoToTui npo-
rpeccupytomero JI® xapakrepusyercst caMbIM HebJ1aro-
MPUSITHBIM TIporHo3oM cpeau Beex U3JT ¢ [TDD. Tak, Me
BPEMEHU OT ITOSIBIICHUSI TIEPBOTO CUMIITOMA IO CMEPTH
cocraBmia 35,5 Mec., YTO COOTBETCTBYET JIUTEPATYPHBIM
naHHbIM [34, 35]. 3a neproa HabGOAeHUS Cper OOJBHBIX
WJI® nokazaresib CMEPTHOCTH OT BCEX MTPUYMH COCTABUIT
100 %, y mauuentos ¢ apyrumu M3J1 ¢ [IOD cmepTHOCTH
3a TIepuo HaOJroneHusl cocrasisiia ot 37,5 % B rpyrine
M3J1, accounupoBannbix ¢ CUP3, no 70 % — y 60J1b-
Hbeix MUII. Takum 06pa3oM, C 1ieJIbI0 CBOEBPEMEHHOTO
ompenesieHns (pakTa IIPOrpecCUPOBaHUS 3a00IeBaHUSI
1 HEOOXOIUMOTO U3MEHEHMUS TePATIeBTUUICCKON TAKTUKH
U B CBSI3U C BBICOKMMU MOKAa3aTeasSIMU CMEPTHOCTHU CPeaU
60bHBIX [TDOD HeoOXoaUM OoJIee aKTUBHBIM MOHUTO-
PMHT IManeHToB ¢ pubposupyrommmu U3J1.

3aknioyeHue

DBosmonns MHorooopasus M3J1 y psiaa marmeHTOB COIpo-
BoXIaeTcs (hopmupoBaHueM rpusHakoB JID, mpu 3ToM
y OOJIBbIIMHCTBA O0JIBHBIX MPOAEMOHCTPUPOBAHO HeOJIAaro-
TIPUSITHOE TeueHue 3abosieBaHus ¢ pazsutueM [1OD. U3JT
¢ [NDD yame BcTpevaetcs cpeant 6oabHbIX XITI, M3JT
Ha ¢one CCII u PA, a taxzke npu HCUII u Heknaccudu-
LIMPYEMOI MHTepCTULIMATbHOM THeBMOHUM. HecMoTpst
Ha pa3INIHY0 3TUOJIOTHIO 1 TTATOTeHE3 MHTePCTULINATb-
HOTO MOPaXKeHUS, B CIIydae Pa3BUTHSI TIPOTPECCUPYIOIETO
(GUOPO3MPYIOLIETO TEUSHUS IBOTIONMS 3a00JIeBaHUS YTpa-
YUBaeT CBOM OCOOEHHOCTHU U XapaKTepU3YeTCsl CXOKMMU
TeMIaM1 KJIMHUKO-(PYHKIIMOHAJILHOTO MIPOrPeCcCHpoBa-
HUs, paguoJorndecKuMu npossieHussMu JI® u HeOma-
TOIPUSITHBIM TIPOTHO30M — 0€3 CYIIECTBEHHBIX OTIIMYMIA
ot kiaccuueckoit moaenu [1OD NITD.

T[TDOD xapakTepnu3yeTcst BRICOKMM YPOBHEM CMEPTHO-
CTHU B T€UEHUE 5 JIET, YTO MOATBEPKIaeT HEOOXOIMMOCTh
HAaCTOPOXKEHHOCTU U aKTUBHOTO MOHUTOPHHTA KJIIMHUKO-
dyHKkuMoHanbHOro cratyca 60nbHbIX 1 KTBP-nuHamuku
B OTHOIIICHWY CBOEBPEMEHHOTO BBISIBJICHUS IIPOTPECCH-
pymoIero pudopo3UPYIOIIEro TeueHUs pa3nuaHbx N3J1
U1 paHHero Ha3HayeHUsT aHTU(PUOPOTUIECKON Teparumu
npu mrpoxkom criektpe U3J1.

Cnucok cokpaLieHui

BAIII — Bu3yanbHast aHajaoroBast LIKaia

AW — noBepuUTENbHbBIN UHTEPBAT

M3J1 — nHTepcTUIIMATBLHBIC 320016 BaHMS JICTKIX

NUAII — unnonatuyeckuie MHTEPCTULIMAIbHbIE TTHEBMOHUH
NJI® — namonaTnyecKuii JIESrOYHbIN (prdpo3

KTBP — komnbloTepHast ToMmorpadusi BLICOKOTO pas3pe-
IIeHUS

JIY — numdparnueckue y3ibl

JI® — nerounblit Grdpo3
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HCHII — Hecnenmdpuyeckass MHTEPCTULIMATbHAS TTHEB-
MOHMUSI

OIII — oTHOIIIEHNE PUCKOB

[MDOD — nporpeccupyroliunii Gruopo3npyOINi HEeHOTHUIT
PA — peBMaTouaHbli1 apTpUT

CHUP3 — cucteMHble UMMYHOBOCTIAIUTEIbHbIE pEBMATO-
JIoruYecKue 3a00IeBaHUS

CCJI — cucreMHas CKJIepoaepMust

DOXKEJ — dopcrpoBaHHas JKU3HEHHAs! eMKOCTh JIETKUX
XTI'TI — xpoHUYeCKUii TUIEPUYBCTBUTEIbHbBIA THEBMOHUT
Me — menunaHa

mMRC (Modified Medical Research Council) — 1kaina BbI-
Pak€HHOCTH OJBIIIKHU

SpO, — carypauus KpoB1 KUCIOPOIOM
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