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Pesiome

WHurepctuiimanbHbie 3a6oneBanus jgerkux (M3J1) npu cucremHoi ckiuepoaepmuu (CCJ) yacTo XapakTepu3yoTcst TPOrpecCUpyoinuM TeUeH M -
€M M HEeOJAronmpUsITHBIM MPOTHO30M. [Ipy 3TOM MPOTHO3 3aBUCUT HE TOJILKO OT 0ObeMa MOPAKEHUSI JIETOUHOUN MapeHXUMBI, (PYHKIIMOHATbHBIX
HapyleHuii, Ho u oT martepHa W3J1. Llensio nccienoBanus sIBUIOCH IPOBEAeHUE aHAM3a KIMHUYECKUX, (DYHKIIMOHATBHBIX U TeMOIUHAMU-
YeCKUX MapaMeTpOB y MAllMEHTOB € Pa3IMYHBIMU peHTreHosornueckumu narrepuamMu M3J1-CCJ] B cpaBHEHMM ¢ UAMOMATUYECKUM JIETOYHBIM
bubpozom (MJID). Martepuaian u MeTolpl. B peTpocrieKTUBHOE MPOAOIbHOE MccienoBanue (n = 176) BkmodeHbl nmanmeHTsl ¢ U3J1-CCJL
(n=103) u UJID (n = 73). BolrosHeH aHAIN3 KIMHUYECKUX TaHHBIX, (DYHKIIMOHAIBHBIX ITOKa3aTeNIei, MaTTePHOB MO TaHHBIM KOMITBIOTEPHOIM
tomorpacduu Beicokoro paspeteHus: (KTBP) nerkux un sxokapauorpaduu. [IpoBeneHsl onucareabHas CTaTUCTHKA (YaCTOThI, MeIMaHa, MHTeP-
KBapTUJIbHBINA pa3dpoc), cpaBHeHue rpymn (U-kputepuit MaHHa—YUTHM — TSI HETIPEPBIBHBIX TIEPEMEHHBIX, X* — Ul KATerOPUaIbHbBIX).
Omnpenenenue (HakTopoB, aCCOUMUPOBAHHBIX ¢ HalUuueM ¢Gubpo3a U 3MduU3EeMbl JIETKUX, MPOBEJEHO C UCIOJIb30BAaHUEM PErpecCMOHHOIO
n ROC-ananu3za. Pesyabratsl. [IponeMoHCTprpOBaHa BbICOKAsl pACIIPOCTPAHEHHOCTD JierouHoro ¢Gubposa (JID) y maruenros ¢ U3JI-CCI —
53,4 %, cpenu KOTOPBIX MATTePH OOBIYHON MHTEPCTUIIMAIBLHOW MMHEBMOHUU BbIsiBIeH B 8,7 % ciydaeB. Y maumeHToB ¢ GubposHsim U3J1
(bN3JT) CCH o cpaBHeHMIO ¢ UJID oT™MeueH Gosee IUTUTENTbHBIN cTax 3a00JIeBaHUs, JTIyUIlIie TOKa3aTesn 110 MIKaJIe OIIEHKH TSKECTH U ITPO-
rao3a TeueHust UJID (Gender, Age, Physiology — GAP) u meHbmasi KomopoumaHocth. [lammentsl ¢ MJID Takke oTIMYaInch 60jiee HUZKUMU
rokasaresisiMu (hopCUpPOBaHHOM XU3HeHHOI eMKocT Jerkux (D2KEJT), 6onbliieit pacrpocTpaHEHHOCThIO JerouHoii runeprensuu (JII'), Ho 6e3
3HAYUMBIX Pa3IMuuii o IMPPY3MOHHOI CIOCOOHOCTH JIETKMX MO MOHooKcuay yriaepona (DL ). OcHoBHBIMY MpennKTOpamu Hamuyus JID
y natueHToB ¢ M3JI-CCJI aBnsuinch craxk 3abojieBanus > 8 jiet, cHikeHne MXKEJT < 80 %mm, DL, <45 %WX_, a Tak>Ke TOBBIIIEHUE CUCTO-
JIMYECKOTO JaBJIEHUsI B JIErouHo# aprepun > 35 mMm pt. cr. [Mauuentsl ¢ GW3J1-CC/ otimyanuck ot jull ¢ Hebudbposupytommum M3JI-CCJI
6onee Huskumu nokasarensamu GKE u DL, a Takxke Gonee yacTbim pazsutiem JIT. Y 21,4 % nauuentos ¢ MU3J1-CC/I BbisineHa smdusema
JIETKMX, OCHOBHBIMH TIPEAMKTOPAMU KOTOPOH ABIsMCH Hamnmuue JID, ctax 3abonesanns > 12 net, chmkenne DL < 35 %mm_, A TaKXXe MOBbI-
wenue ungekca ®KEJ / DL > 1,9. 3akmouenne. BoisABieHb! pasnnuus B KIMHUKO-(DYHKIMOHANBHbBIX MOKA3aTeNAX y nanuenTos ¢ GpU3JI-
CCIl v 1D, a Takxke mexy nanueHtamu ¢ GU3JT u nedudposupyrommmu M3J1 pu CCJ 1 hakTophl, acCOMUPOBaHHbIe ¢ HamuuueM JID
u ambuszembl npu CC.

KnroueBbie ci0Ba: MHTEpCTUIIMATLHBIE 3200€BaHMSI JIETKUX, CUCTEMHAsT CKIEPOEPMUSI, UAMONMATUYECKUI JTeTOUHbIi (hrbpos, ambusema jier-
KUX, JISTOUHBIN (hUOpo3, Hecrenmdrieckasi MHTePCTUIINATbHAS TTHEBMOHMSI, OOBIYHASI MHTEPCTUIINATBHAST THEBMOHWSI.

KoHmkT nHTepecoB. ABTOPHI IEKIAPUPYIOT OTCYTCTBHE SIBHBIX M TTOTCHIIMATBLHBIX KOH(MOIMKTOB MHTEPECOB, CBSI3aHHBIX C ITyOJIUKAaIMell HacTO-
SALIEH CTaTbu.

DunaHcupoBaHne. ABTOPHI IEKJIAPUPYIOT OTCYTCTBUE BHEIIHETO GPUHAHCUPOBAHMS TSI TPOBENEHUST UCCASNOBAHUS U MYOIMKALIUY CTATbU.
Drryeckas skcnepru3a. [1poTokos uccaenoBaHus 0I00PEH JIOKATbHBIM DTUUECKUM KOMUTETOM PDeepabHOTO roCyIapCTBEHHOTO aBTOHOMHOTO
00pa30BaTEeIbHOIO YYPEXIEeHUs] BbiciIero obpasoBaHusi «[lepBblii MOCKOBCKUI TOCYNAPCTBEHHBI MEIMIIMHCKHMI YHUBEPCUTET MMEHU
N.M.CeueHoBa» MuHuctepctBa 3apaBooxpaHeHusi Poccuiickoit @enepanuu (CeueHoBckuii YHuBepcutet), npotokoia NelPF-SSc/2024
ot 30.09.24. [MauuenTs! noanucanu hbopMy 106pOBOILHOTO UHGOPMUPOBAHHOTO COTJIACHS HA MyOIMKALIMIO MEIULIMHCKON MH(MOpMaUu.
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Abstract

Systemic sclerosis-associated interstitial lung disease (SSc-ILD) often has progressive course and poor prognosis. Prognosis depends on the extent
of pulmonary parenchyma damage, functional impairment, and ILD pattern. The aim. To analyze clinical, functional, and hemodynamic
parameters in patients with various radiological patterns of SSc-1LD compared to idiopathic pulmonary fibrosis (IPF). Methods. This retrospective
longitudinal study included a total of 176 patients (103 with SSc and 73 with IPF). The clinical data, functional indices, patterns on high-resolution
computed tomography (HRCT) of the lungs and echocardiography were analyzed. Descriptive statistics (frequencies, median, interquartile range)
and comparisons between groups (Mann — Whitney U-test for continuous variables and chi-square test for categorical variables) were performed.
Factors associated with the presence of pulmonary fibrosis and emphysema were determined using regression and ROC analysis. Results. The results
demonstrate a high prevalence of pulmonary fibrosis in SSc-1LD patients — 53.4%. The typical interstitial pneumonia pattern was detected in 8.7%
of these cases. Compared with IPF, patients with fibrotic SSc-1LD had longer disease duration, better GAP (Gender, Age, Physiology) scores, and
fewer comorbidities. Patients with IPF were characterized by lower FVC and a greater prevalence of pulmonary hypertension, though there were no
significant differences in DL_. The main predictors of the presence of pulmonary fibrosis in patients with SSc-ILD were disease duration of more
than 8 years, decreased FVC less than SO%FM_, DL, less than 45%md‘, and increased pulmonary artery systolic pressure greater than 35 mmHg.
Patients with fibrotic SSc-ILD had lower FVC and DL, than those with non-fibrotic SSc-ILD and were more likely to develop pulmonary
hypertension. Pulmonary emphysema was detected in 21.4% of patients with SSc-1LD, the main predictors of which were the presence of
pulmonary fibrosis, a disease duration of more than 12 years, a decrease in DL, of less than 35%pm .» and an increase in FVC/DL_ of more than 1.9.
Conclusion. This study revealed differences in clinical and functional parameters between patients with fibrotic SSc-1LD and IPF, as well as between
fibrotic and non-fibrotic SSc-1LD. Additionally, this study identified factors associated with the presence of pulmonary fibrosis and emphysema in
SSe.

Key words: interstitial lung diseases, systemic sclerosis, idiopathic pulmonary fibrosis, pulmonary emphysema, pulmonary fibrosis, nonspecific
interstitial pneumonia, usual interstitial pneumonia
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B nonsitue «bubdbpoTnyeckre MHTEPCTULIMATbHBIE 3200-
JeBaHUS JleTkux» (M 3J1) BKITIOYeH IMUPOKUIA CITEKTP
3a0osieBaHuii. HanboJsee n3ydyeHHBIM SIBJISIETCSI UIMOMIa-
THYeCKKit terouHblit pudpos (MJID) — MU3JI HenspecT-
HOI 3TUOJIOTUU, XapaKTepU3yeMoe TTPOrpecCupyronium
TeYeHUEM, TITIOXUM IIPOTHO30M M PEHTTCHOJIOTUICCKUM /
TMCTOJIOTUYIECKMM TTAaTTePHOM OOBIYHON MHTEPCTUIINAb-
Hoit mueBMoHuu (OUII) [1]. Apyrue U3JI Takke Moryt
MPOSIBJISITHCST IPOTPECCUPYIONTUM JIETOYHBIM (DUOPO-
30M (JID) ¢ BEICOKMMHU ITPOTHOCTUUECKUMHU PUCKAMM.
Ocob6oe BuuManue yaensiercss M3J1 B pamkax CUCTEMHBIX
ayTOMMMYHHBIX peBMaTUYECKUX 3a00/IeBaHN, TTOCKOJIbKY

Hannuue M3JI cyliecTBeHHO BAUsSIeT HA TeYEHUE U TIPO-
THO3 Y 3TUX TTallMeHToB |2, 3].

Hawu6onee yacto U3J1 BcTpeuaeTcs mpu CUCTEMHOM
cknepoaepmuu (CCJl) — XpOHMYECKOM ayTOUMMYHHOM
3a00J1eBaHUU, KOTOPOE COIPOBOXIaeTCs (PUOPO30OM
KOXMW, BHYTPEHHUX OPTaHOB U COCYIMCTON TUCHYHK-
uueii [4]. Y 50—65 % naunentoB ¢ CCJl BBISBISIOTCS
WHTEPCTUIIMAbHbIE U3MEHEHUS JIETKUX MO JaHHBIM
KOMITBIOTEPHOI TOMOTpacUu BBICOKOTO pa3pelie-
nust (KTBP) [4—6], cpeau KOTOPBIX MpeBaJIUPYeET aT-
TepH HecrnenupuIecKoil MHTePCTUILINAJIBHON ITHEBMO-
nuu (HCHIT) [3, 7]. T1o gaHHBIM OIHOTO U3 KPYITHEHALLINX
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KJIUHUYECKUX uccienoBauuii The European Scleroderma
Trials and Research (EUSTAR) (n=11193; 1 072 netanb-
HBIX MCX0Aa) MMoKa3aHo, yto M3J1 — omHa U3 BeoylInx
npuyuH jgetanbHocTH (16,8 %) y nauunentos ¢ CCJI [8].

YV muorux nauueHtoB ¢ CCJI BbIsiBIIsIeTCS] UOPOTH-
yeckas ¢opma M3JI ¢ nporpeccupyromnmm TeueHruemM, 4To
aCCOLIMUPYETCS C XyIIIei BEDKMBaeMOCTBIO [9].

Takke ecTb OCHOBaHUS MPEIIOaraTh, 4TO IMPH CO-
MyTCTBYIOIIEH aMpu3eme y nauueHToB ¢ JID, Kak u npu
NJID, teuenne CCJ moxet yxymmmThes [10]. TTo man-
HBIM OTHEJIBHBIX UCCIIeT0BaHN KoMOuHALINS JID 1 5M-
duzemsr (KJIDD) nmpu U3J1-CCJI Bcrpevaercst B 7,5 %
cly4yaeB y HUKOTAa He KyPUBIIUX JIIOACH U HEeraTUBHO
BJIMSIET Ha TE€UYEHME U TIPOrHO3 OCHOBHOTO 3abo0jieBa-
Hus [11]. Takum odpazom, nsyuenmne M3J1, accommmpo-
BaHHoro ¢ CCJI, aHanu3 rmaTTepHOB U3MEHEHU 110 TaH-
HeiM KTBP 1 ux BnusiHus Ha KIMHUYECKUE TTPOSBICHUS
u teyenre CCJI y malleHTOB 3TOM KaTeTOPUHU SIBJISIETCS
KpaiiHe aKTyaJIbHOU 3aJayeid.

Lenbro nccenoBaHus IBUJICS CPaBHUTEIbHBIN aHAIN3
KiauHuueckux ocooeHHocreit, KTBP-narrepHoB, (pyHK-
LIMOHAJIBHBIX U TEMOIMHAMMYECKUX ITapaMeTpOB Y Ma-
nuenToB ¢ GU3JI, acconnmpoBannbiM ¢ CCJI, u UJID.

Matepuanbl u meTogbl

IIpoBeneHO peTpOCTIEKTUBHOE HAOI0IaTeIbHOE TTOTIe-
pEeUHOE MCCIIeOBaHNE Ha 0a3e KITMHUKM Ty TbMOHOJIOTHH
DenepalibHOTrO rOCYIapPCTBEHHOIO aBTOHOMHOTO 00pa3o-
BaTeIbHOTO YUpeXXIeHUS BbICILIero oopa3oBaHus «[1epBblit
MOCKOBCKMIA TOCYTapCTBEHHBII MEIUIIMHCKII YHUBEPCH-
teT uMeHn M.M.CeyeHoBa» MuHMCTEpCTBA 31paBOOXpa-
Henust Poccuiickoit @enepariyu (CedeHOBCKUM YHUBEP-
curet) 1 DenepallbHOTO TOCYIaPCTBEHHOTO OFOIKETHOTO
Hay4yHoOro yupexneHusi «HayuHo-uccienoBaTe1bCKuii
WHCTUTYT peBMaTtosiorun nmenu B.A.HaconoBoii». Uc-
cJeI0BaHue 0100PEHO STUYECKUM KOMUTETOM (ITPOTOKOJ
NeIPF-SSc/2024 ot 30.09.24) 1 cOOTBETCTBOBAJIO MPUH-
IaM XeJIbCUMHKCKOU TeKIIapaiim.
Kpumepuu exarouenus:

* BO3pacrt crapiie 18 jer;

* agunarHo3sl UJI® m M3JI-CCJl, ycTaHOBJIEHHBIE

MYJABTUIUCLATIIMHAPHOW KOMUCCUEH, BKITIOYAIOIIEH

Ty IbMOHOJIOTA, PEeBMATOJIOTa 1 CTICIIMATICTA JIyYeBOM

JMMATHOCTUKM.

OueHka natTepHoB udMeHeHu# o naHHeiM KTBP
opraHoB rpynHoi kietku (OI'K) npoBoauiach skcnep-
TOM-peHTreHojoroM. Kpurepusimu nuarHocTUKy Heu-
oposnHoit HCUIT (ndpHCUIT) asasnuce auddy3Hbie U3-
MEHEHUsI 10 TUITY «MaTOBOTro cTeKJia». [laTTtepH (pudpo3-
Hoit HCHUII (oHCHUII) xapakTepr30Bajcs, TOMIMO 30H
«MaTOBOTO CTEeKJIa», HAIMYMEM TPAKIIMOHHBIX OPOHX03K-
Ta30B / OPOHXMOJOIKTA30B, HATMYMEM PETUKYISIPHBIX
U3MEHEHUWI ¥ YMEHBIICHNEM 00beMa JIeTOYHOM TKaHMU.
OrmmuutensHol yeptoii HCUII Takke IBISITIOCH HATU-
yue cBOOOMHOI OT MOpaKeHUsl CyOrieBpaibHON 30HBI
(sparing effect) [12]. ITartepu OUII onpenensiicss HaTUUM-
€M Y4aCTKOB «COTOBOTO JIEFKOTO» C MpeodiagaHueM cyo-
IUIEBPAJIbHO B 0A3aJIbHBIX OTAENaX C NepudepuyecKuMu
TPaKIIMOHHBIMHU OPOHX03KTa3aMU1 / OPOHXMOJI03KTa3aMuU
iy 0e3 TaKOBBIX; pETUKYJISIPHBIMU U3MeHeHusIMHU [ 1, 12].

Kpowme Toro, nposoauiack oLeHKa HaJIM4YMsl COITYTCTBY-
o1eit amduzeMsl (puc. 1).

[Mpoananm3nupoBaHbI AeMorpaduuecKre JaHHBIC Ta-
IIMEHTOB, KJIMHUYECKUE CUMIITOMBI, (DYHKIIMOHAIbHBIC
nmapaMeTphl ((popcrupoBaHHAs XKU3HEHHAsI EMKOCTb JIETKMX
(OXKEN), %, ; tnddysnoHHas cnocoOHOCTD JETKUX
o MoHookcuay yrepona (DL ), %HOM), MOJEJIb PUCKA
JIETAJIbHOTO MCXO/a TI0 IIKaJie OLIEHKH TSLKECTH U TIPO-
rHo3a teueHust UJI® (Gender, Age, Physiology — GAP),
naHHble axokapauorpaduu (OxoKI') (cuctonumyeckoe
nmapieHue B erouHoit aprepun (CIJIA), cuctommyaeckast
SKCKYPCHS B INTOCKOCTHU KOJIbIIA TPEXCTBOPUYATOTO KJIaTia-
Ha (Tricuspid Annular Plane Systolic Excursion — TAPSE),
cootHoiieHue TAPSE / CIIJIA; pa3Mepsl paBbIX OTAEIOB
cepaua). s rpynmel CCJ olleHeHBI CITeInuIecKre
CHUMIITOMEI (CUMIITOM PeiftHO, CKIIepomaKkTHIus, TeJcaH-
TM2KTa3MM, KOXHBIN cueT 1o PonHaHy) n OuoMapkepbl
(antutena kK Scl-70, aHTULIEHTPOMEPHBIE aHTUTE A U . ).

B ommcarenbHOI CTAaTUCTUKE PacCUYNUTHIBAINCH Ya-
CTOTHI, MenuaHa (Me) 1 MHTEPKBaPTUIIBHBIN pa3opoc.
CpaBHEHUE HETMPEePhIBHBIX IEPEMEHHBIX MEXKITY TPYIIIaMU
MPOBOAMUIOCH C ucnoib3oBaHuem U-kputepust MaHHa—
YuTHHU, KaTeropuajabHbIX — 10 KpuTepuio x2. Onpenee-
HUE NIPeIUKTOPOB Hainyus y nauueHToB JID u amdpuse-
MBI IPOBOIUIOCH C TOMOIIBIO PErPECCHOHHOIO aHAIU3a
(YHMBapMaHTHOTO W MYJIbTUBAPUAHTHOTO C MOIIarOBBIM
BKITIOUeHMeM TiepeMeHHbIX) 1 ROC-anamu3a. [Toporosebrit
YPOBEHb CTATUCTUYECKOI 3HaUMMOoCcTH ObLT TTpuHAT 0,05.
CraTtuctuueckass 00paboTKa JaHHBIX OCYIIECTBIISIJIaCh
C UCMOJIb30BaHMEM MporpaMMHoro obecrieueHus IBM
SPSS Statistics, Bepcust 26 (IBM Corporation, CI11A).

Pesynbrarthbl

B perpocniekTuBHOE Mpoa0JIbHOE uccienoBanue (n = 176)
BkJoueHbl nanueHTsl ¢ U3JI-CCH (n = 103) u 1D
(n ="73). I1pu npoBeaeHuu ananusa gaHHbIXx KTBP OT'K
cpeau nauyeHToB ¢ U3JI-CCJI 6butv BbIAEIEHBI 3 TPYTIIbL:
+ marrepa HQHCUIT — 48 (46,6 %);

« marrepy QHCUII — 46 (44,7 %);

+ marrepH OUII — 9 (8,7 %) nalueHTOB.

IIpu cpaBHEHUN OOIIMX XapaKTEPUCTUK BBISIBIICHO,
yto nanueHTsl ¢ GU3JI-CCH (pHCHUIT u OUII) mo-
croBepHO oTamyanuck ot ini ¢ MJID o Bospacry, moay
U cTaxy 3aboseBanus (tao:. 1). [Taumentsr ¢ MUJID xapak-
TepU30BaIUCh OoJiee BLICOKON olieHKO 1o 1miKane GAP,
OOJIBIIIE PaCIIPOCTPAHEHHOCTBIO CEPIEIHO-COCYIUCTHIX
3a00JIeBaHM ¥ O0JIee BEICOKMM MHIEKCOM KOMOPOUIHO-
ctu YapibcoHa.

[IpeBamupyronmM KJIMHIYECKIM CUMIITOMOM B 00EHX
rpyIIax OblJIa ONBIIIKA 0e3 CYIIECTBEHHBIX pa3IMInii
Mexay nanuentamu ¢ MUJI® u pU3JI-CCH. Kpenura-
1IMs1 B Oa3aJIbHBIX OTIEIax JIETKUX Yyallle BCTpevaiach pu
NJID (84,1 % vs 61,8 %; p = 0,005).

Y natuenToB ¢ UJIO BrisiBneH 0osiee HU3KUI YPOBEHD
®XKEJ (71,0 (55,8—80,3) % vs 80,2 (65,9-97,4) %, . ;
p = 0,014), onHako He 6bu10 pasnnyuii mo DL (37,0
(29,5-49,0) % vs 40,5 (30,9-49,3) %, . ; p = 0,381). Tak-
Ke cpeny manueHToB ¢ MJIM vaie pa3BuBaiach JJeroqHast
runepreHsust (JII') nmo nanubsiM BxoKI (79,0 % vs 55,6 %;
p=10,007). Paznuumuii 1o yactote aM@pu3eMbl MEXKITY TaH-
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OpuruHanbHble uc

Puc. 1. PaznuuHble KOMIBIOTEPHO-TOMOTpaduueckre MaTTepHbl Y NAUEHTOB C MHTEPCTULIMAJIBHBIMU 3a00JIEBAaHUSIMU JIETKUX TTPU CUCTEMHOM
ckueponepmuu. KommnbiotepHasi Tomorpadust OpraHoOB TPYAHON KJIETKH, aKCUAIbHBIN cpe3: A — HeduOpo3Hast / KiieTouHasl Hecrnelubuieckast
WHTEPCTUIIMANIbHASI THEBMOHMST; B — couetanue ¢hnOpo3Hoil HecrielMdUIecKoilt MHTepCTUIINATbHOM ITHeBMOHUM 1 AMbu3eMbl; C — (pubpo3Hast
Hecrenrduueckass MHTepCTULIMATbHAsI THEBMOHMS; D — 00bIYHASI MHTEPCTULIMATbHAS] THEBMOHUS

Figure 1. Computed tomographic patterns in patients with interstitial lung diseases associated with systemic sclerosis. Chest computed tomography
scan, axial view: A, non-fibrous/cellular non-specific interstitial pneumonia; B, combination of fibrous non-specific interstitial pneumonia and
emphysema; C, fibrous non-specific interstitial pneumonia; D, usual interstitial pneumonia

HBIMU TPYIIIIAMU HE BBISIBJICHO, HECMOTPSI Ha OOJIBIIYIO
JIOJTI0 KypUWJIBIIMKOB cpeau nmauneHToB ¢ MJID (52,1 %
vs 13,5 %; p = 0,0001). OcHOBHBIE XapaKTEPUCTUKH T1a-
neHtoB ¢ MJI® u GU3JI-CCJI npencrasiieHbI B Ta0I. 1.

B rpynme manmenToB ¢ CCJI mpoBeneH cpaBHUTETb-
HBII aHAJIM3 OCHOBHBIX XapaKTePUCTUK MEXITY TTallu-
eHtamu ¢ GU3JT u nuuamu ¢ HGHCHUII. [MaumeHTH
¢ Gubpo3HBIMU U3MeHeHUsIMU 110 faHHbIM KTBP 0bL11
cTapiile, Jalle SIBJISUTUCH KYPUJIbITUKAMY 1 UMeTA 00Jiee
JUTUTEIBHBIN cTax 3a0oseBaHusl. Kpome Toro, mauueHThbI
¢ GU3JI-CCJI otnuyanuch 6osiee BhIpaxkeHHBIMU (PYHK-

LIMOHATBLHBIMU HAPYIICHUSIMA, O0JIee BBICOKOI OLIEHKOM
no mkajae GAP u 6onbieii pacripoctpaHneHHOCTRIO JIT .
C no3uLMKu OCHOBHBIX KIMHUYeCKUX nposiBaeHuit CCJI
npu GU3JI-CC]I yaiiie BbISIBASIUCH TeJI€aHTUIKTAZUU
1 YMEHBIIIEHNE POTOBOI amepTyphl, TOrma KakK Cpean
nanueHToB ¢ Heuodbposupytommumu M3JI-CCJI gaie
oTMeyvanoch nepekpectHoe teueHue CCI u moaumMuo-
3uta (20,8 % vs 3,6 %; p = 0,011) u MblLIeyHast C1abOCTh
(18,8 % vs 1,8 %; p = 0,004) (cm. Tab. 1).

B xome yHUBapMaHTHOTO PErpecCMOHHOIO aHaIM3a
BBISIBJICHO, UTO MPU3HAKaMM, aCCOLIMUPOBAHHBIMU C Ha-
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Jlesuna F0.A. u dp. OCOGEHHOCTH KIIMHUYECKOTO TEYSHUSI U PEHTIeHOJIOTMYeCKOi KapTUHBI JierouHoro ¢hubposa npu CC u UJ1D

Tabauua 1

OcHosHble XapakmepucmuKku NAyUeHmos ¢ UOUONAMUMECKUM Ae20MHbIM (UOPO30M U UHMEPCMULUAALHBIMU
3a004e6AHUAMU Ae2KUX NPU CUCIEMHOI cKaepodepmuu (puopo3nblil u Heghudpo3HvLli mun)

Table 1

Main characteristics of patients with idiopathic pulmonary fibrosis and interstitial lung diseases associated with systemic

sclerosis (fibrotic and non-fibrotic type)

XapakTepuctuku uno ¢U3n-cca (MN® vs £VI3I1-CC£|) CCO HepHCUN P (H$:g}4%gﬁ)n Vs
Bospacr, roab! 68 (64-73) 57 (49-65) 0,0001 52 (42-61) 0,045
KeHuwmubl, n (%) 25 (34,2) 46 (83,6) 0,0001 46 (95,8) 0,058
Crax 3aboneBaHusi, Mec. 48 (30-72) 149 (74-228) 0,0001 84 (48-150) 0,011
Oabiwka, n (%) 72 (98,6) 50 (90,9) 0,084 43 (89,6) 0,821
Kpenutauus, n (%) 58 (84,1) 34 (61,8) 0,005 23 (47,9) 0,157
Kypenue, n (%) 37 (52,1) 7(13,5) 0,0001 0(0) 0,014
WHpeke KypeHus, nayko-net 41 (15-50) 10 (7,5-33) 0,045
CC3, n (%) 55 (77,5) 15 (27,3) 0,0001 7 (14,6) 0,117
WHpexe YapnbcoHa, 6annbi 6 (4-7) 4 (4-5) 0,002 4 (2,25-5) 0,102
Omdpmzema, n (%) 23 (31,5) 17 (30,9) 0,942 5(10,4) 0,011
OKEN, %, 71,0 (55,8-80,3) 80,2 (65,9-97,4) 0,014 90,4 (77,6-108) 0,02
DL s opom 37,0 (29,5-49,0) 40,5 (30,9-49,3) 0,381 52,4 (41,9-68,4) 0,0001
OXEN /DL, 1,79 (1,46-2,22) 2,03 (1,63-2,38) 0,15 1,56 (1,45-1,97) 0,006
GAP, 6annbl 4 (4-5) 2(1-3) 0,0001 1(0-2) 0,0001
JIuHeiinbIn pasmep MK, MM 39 (37-42,5) 32 (29-35) 0,0001 30 (28-32) 0,086
Mnowagap MM, cm? 16 (14-19,5) 14,83 (13,15-18,47) 0,083 15,61 (12,87-17,33) 0,781
TAPSE, MM 23 (22-25) 20 (19-23) 0,0001 21 (19-24) 0,265
CAJTA, mm pr. cT. 48,5 (38,8-64,3) 38 (31-45,3) 0,001 32,5 (29-39,25) 0,019
TAPSE / CONA 0,49 (0,33-0,61) 0,55 (0,41-0,72) 0,065 0,68 (0,52-0,75) 0,02
N n (%) 49 (79) 30 (55,6) 0,007 15 (31,3) 0,014
MNepekpect nonummosut, n (%) 2(3,6) 10 (20,8) 0,011
Mepekpect peBMaTouaHbIi apTpuT, n (%) 1(1,8) 4(84) 0,182
KoxHblit cyeT PogHaHa, 6annbl 6 (4-9) 4,5 (3-7,5) 0,151
CuHppom Peitro, n (%) 54 (98,2) 48 (100) 1
Cknepopaktunus, n (%) 52 (94,5) 42 (87,5) 0,207
YMeHbLueHne poToBoii aneptypsl, n (%) 35 (63,6) 21 (43,8) 0,043
Teneanruakrasuu, n (%) 41 (74,5) 26 (54,2) 0,03
TnoToHus nuwesoga, n (%) 53 (96,4) 43 (89,6) 0,247
MbiweyHas cnaboctb,n (%) 1(1,8) 9(18,8) 0,004
ACA, n (%) 2(3,8) 2(44) 1
Scl-70, n (%) 38 (69,1) 25 (54,3) 0,128
aHTuPHI, n (%) 2(45) 3(6,8) 1
aHTMRo, n (%) 5(13,9) 9(29) 0,146
aHTuLa, n (%) 2(5,6) 1(3,3) 1

Mpumeyanve: UN® - navonatdeckuit neroublii grbpo3; 3N - dubposHble nHTepcTMLMansHble 3aboneranus nerkix; CCLl - cuctemHas ckneponepmust; CC3 - ceppeyHo-cocyaucTble 3abo-
nesanus; 3J1 - untepcTuumansHele 3abonesatms nerkux; HOHCWM - HedubposHas HecneLnduyeckas uHTepcTULManbHas nHeBMoHNs; ®XEN - dopeupoBaHHas Ku3HEHHas eMKOCTb Nerku;
DL, - AndyavorHan crnocoBHocTb Nerkux no MoHookcuy yrmepopa; GAP (Gender, Age, Physiology) — Wkana OLEHKv TAXECTM 1 MPOTHO3a TeueHust WAMONaTUECKOro SIErouHoro (ubposa;
TAPSE - amnnuTyga asikeHns (hubposHoro komblLia TpukycniuaanbHoro knanaua; CAMA - cuctonnyeckoe faBneHue B nerouHoi aptepuu; I — nerouHas runeprenans; MK - npasbiit xenyaoyex;
N - npasoe npexacepane; ACA - aHTULEHTPOMEpHbIe aHTuTena; Scl-70 — aHTuTena k Tonousomepase-1, aHTPHIT - aHTuTena k pUBOHYKNEONpoTevHy; aHTURO — aHTUTENa K LUTONNa3MaTUyecko-

My aHtireHy SS-A(RO); aHTiLa - aHTuTena K LuTonnasmatiyeckomy anTuredy SS-B(La).

smaureM JI® npu U3JI-CC, 6uutn cTax 3a00JIeBaHMs
(otHoteHue mancoB (OI) — 1,01 (95 %-Hblit noBe-
putenbHBI nHTepBan (M) — 1,00—1,01; p = 0,022),
oueHka 1o mkaie GAP (6ayuisl) (O — 1,89; 95 %-Hblii
AN —1,32—2,72; p =0,001), Hanuuue TeaeaHTUIKTa3UI

(OI — 2,48; 95 %-ubiit AN — 1,08—5,69; p = 0,032),
caxenue ®XKEJI (O — 0,97; 95 %-ubiit W — 0,95—
0,99; p =0,017), chmxenue DL (OLL — 0,96; 95 %-Hbiit
I —0,93-0,99; p =0,003), yBenuuenune CJIJIA (O —
1,05; 95 %-uwrit AN — 1,01—-1,09; p = 0,014). Hanuuue
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y nanueHTa MoiteyHoi ciadoctu (O — 0,08 (95 %-Hebrid
AN — 0,01-0,66; p = 0,019), npu3HAKOB MOJUMHUO3UTA
(O — 0,14; 95 %-ub1it AW — 0,030—0,692; p = 0,016)
u cunapoma repexkpecra (O — 0,36; 95 %-uwiit I —
0,15-0,88; p =0,025) ymeHbIIaIM BEPOSTHOCTh HATUYUS
JI® o manusiM KTBP OT'K.

[1pu poBeeHMU MHOXECTBEHHOTO PErPECCUOHHOIO
aHaJiM3a BBISIBJIEHO, YTO HarboJiee 3HAYMMbIMU ITPEIUK-
TopaMu Haymuus y maupreHToB ¢ CCI JI® Obltn GoabIImnit
crax 3aboneBanust (OL — 1,01; 95 %-ubiit W — 1,00—
1,01; p =0,05) u chmxenue DL (OLL — 0,96; 95 %-Hbiit
AN —0,93-0,98; p =0,002).

B xone ROC-aHanu3a BbIsIBJI€HBI TOPOTOBbIE 3HAYE-
HUS MTOKa3aTejlei, 3HAYMMO YBEJINYUBAIOIINX BEPOSIT-
HocTh Hammuust JI® y manuenTos ¢ MU3J1-CCJI: ctax 3a60-
neBanust > 8 yiet (Se — 63,6 %, Sp — 58,3 %, Tutomank moj
KkpuBoii (Area Under the Curve — AUC) — 0,645; 95 %-wblit
AN — 0,538—0,752; p = 0,008), ouenka mno wkaie GAP
> 2 6amioB (Se — 72,5 %, Sp — 59,5 %, AUC — 0,723;
95 %-nbiit 1N — 0,619—-0,827); p < 0,0001), cHUKeHME
DXKEIT <80 %,  (Se—69,8%,Sp—50%, AUC —
0,639; 95 %-nb1it AU — 0,527—0,750; p =0,015) u DL,
<45%,. . (Se —73,2%, Sp — 68,1 %, AUC — 0,734;
95 %-ublit N — 0,632—0,836); p < 0,0001), yBeauye-
nue CIJIA > 35 mm pr. cr1. (Se — 61,1 %, Sp — 56,2 %,
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Puc 2. ROC-kpuBasi: (hakTOpbl pUCKa HAJTUYKS y TTALIMEHTOB C UHTEP-
CTULIMAJIbHBIMU 3a00JIeBAaHUSIMU JIETKUX MPU CUCTEMHOM CKiiepoaep-
MMM JIerouHoro ¢hubposa (ctax 3adoseBaHus nmo GAP, 6amibl, cucto-
JIMYECKOE TaBJIeHUE B JIETOYHOI apTepru)

IMpumeuanne: ROC-kpusas (Receiver Operating Characteristic) — rpadpuyie-
CKUI METOJT OIICHKM KauecTBa OMHapHBIX Kiaccudukaropos; GAP (Gender,
Age, Physiology) — 1iKaja OLIEHKH TSKECTU U MPOTHO3a TeUSHUs UIUOTaTH -
YyecKoro JerouHoro ¢puodposa; CIJIA — cucronnyeckoe AaBjeHUE B JIETOU-
HOI apTepuu.

Figure 2. ROC curve: risk factors for the presence of pulmonary fibrosis
in patients with interstitial lung diseases in systemic sclerosis (disease
duration according to GAP, score, systolic pressure in the pulmonary
artery)

AUC — 0,634; 95 %-nbiit U — 0,527—0,742; p =0,014)
(puc. 2, 3).

ITo nanubim aHanu3a KTBP-u3obpaxkeHuit mokazaHo,
yto yacrota KJID®D cpeau maumenTos ¢ MJIP cocraBuia
31,5 %, a npu @U3JI-CCJ, — 30,9 %. Cpeau nauneHTOB
¢ U3JI-CCJI smbuzema yaiiie oTMeyanach y naiuueHToB
¢ (pubpo3HbLIM narTepHoM usMeHenuii (30,9 % vs 10,4 %;
p=0,011).

Mauuentsl ¢ PU3JI-CCJI u Hanuuuem sMPpu3eMbl
3HAYMMO OTJIMYAJIVCH OT JINIL 0e3 MPU3HAKOB 3M(PU3eMBbI
no nanHbiM KTBP 1o craxy 3abosieBaHus, nmokasare-
mo DL (35,7 (26,3—45,9) % vs 42,8 (35,6—53,5) %, . ;
p =0,033) u momanu npasoro npeacepavsi. CyliecTBeH-
HBIX Pa3JINUYNil B OCHOBHBIX KITMHUYECKUX TTPOSIBIICHUSIX
CCJI 1, 9To BaXXHO, PACIIPOCTPAHCHHOCTH KYPEHUS CPEIU
namyeHToB ¢ GU3JI-CCJI ¢ HaTu4IMeM U OTCYTCTBUEM
smcbusemsl (6,3 % vs 16,7 % coorBeTcTBeHHO; p = (,415)
He nojyyeHo (TabJ. 2).

IIpu cpaBHeHMM TateHTOB ¢ MIJIM B TpyIIIie ¢ CoImyT-
CTBYyIOLIE SMbHU3EeMOii mpeodmanani MyXauHbI (95,7 %
vs 52 %; p = 0,0001) u xypunbimku (91,3 % vs 33,3 %;
p =0,0001), ormeuanuch 60jiee BLICOKME MOKa3aTean
®XKEJI (78,0 (67,0-88,5) % vs 70,0 (51,0-78,0) %,
p = 0,024), a takxxe 6osiee Boicokuii nnaekc ®KEI /
DL, (ta6x. 2).
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Puc 3. ROC-kpuBasi: (akTopbl prcKa HaJIuuus JIerouHoro (pubdbposa
y MalMEeHTOB C MHTEPCTULMAIbHBIMU 3a00JIEBAHUSIMU JIETKUX TTPU
CHCTEMHOI CKJIepOIEPMUU IO TaHHBIM KOMIIbIOTEPHOI ToMOoTrpacdun
JIETKMX BBICOKOTO pa3pelieHus ((hopcupoBaHHas )KM3HEHHAs! EMKOCTh
nerkux, %, nuddy3noHHas crnocoGHOCTD JIETKUX M0 MOHOOKCHITY
yriepona, %, )

[Mpumeuanue: ROC-kpuBas (Receiver Operating Characteristic) — rpaduue-
CKUI METOJT OIICHKH KayecTBa OMHapHBIX KiaccudukaropoB; GAP (Gender,
Age, Physiology) — 1niKasa OLIeHKH TSKECTU U MIPOTHO3a TeUSHUsI UIUONaTH -
yeckoro JierouHoro ¢pudposa; ®XKEJI — dpopcupoBaHHast )KM3HEHHasT eM-
KocTb Jierkux; DL — mudysnonHas cnoco6HOCTb JETKMX MO MOHOOK-
CUIY YIJIEpoJIa;

Figure 3. ROC curve: risk factors for the presence of pulmonary fibrosis
in patients with interstitial lung diseases in systemic sclerosis according to
high-resolution computed tomography of the lungs (forced vital capacity,
%pmd»; diffusion capacity of the lungs for carbon monoxide, %pmd»)
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Tabauua 2

Cpasnumenbras Xapaxmepucmuka nayueHnos ¢ HALUMUeM U OMCyncmeuem 2mpusemol npu UOUONAMUHECKoM
A1e204HOM hubpo3e u uopo3HoM uHMEPCMUNUAALHOM 3A00.4€6aAHUN A€2KUX NPU CUCMEMHOIU CKaepodepmuu (ubposnasn
Hecneyupuueckas UHMepCMuUUAIbHAS NHEGMORUA U 00bIYHAS UHMEPCMUUUAAbHAS NHEGMOHU)

Table 2

Comparative characteristics of patients with and without emphysema in idiopathic pulmonary fibrosis and fibrotic
interstitial lung disease associated with systemic sclerosis (fibrous nonspecific interstitial pneumonia and usual interstitial

Xapaktepuctuku NN® ¢ amdmzemonn | NI 6e3 amdusembl
Boapacr, rogbl 71 (65-74,3) 68 (63-72)
KenwwmHbl, n (%) 1(4,3) 24 (48)

Crax 3aboneBaHus, Mec. 39 (21,5-60) 48 (35,5-75)
Oppiiwka, n (%) 23 (100) 49 (98)
Kypenrue, n (%) 21(91,3) 16 (33,3)
WHpexe kypeHus, nayko-ner 48,5 (20-50) 20 (7-48,8)
CC3, n (%) 21(91,3) 34(70,8)
WHpexc YapnbcoHa, 6annbi 6 (5-7) 5 (4-7)
PKEN, %, 78 (67-88,5) 70 (51-78)

DL s %opome 33,5 (28-48,5) 37 (31-51)
OXEN /DL, 2,03 (1,69-2,78) 1,66 (1,41-2,05)
GAP, 6annbl 5 (4-5) 4 (3-5)
JIuHeiinbin pasmep MK, Mm 39 (37,5-44,5) 38,5 (37-42)
Mnowaak MN, cm? 16 (15-19) 16,25 (14-20)
TAPSE, MM 23 (22-25) 23 (22-25)
CAJTA, mm pr. cT. 53 (40-70) 48 (35-60)
TAPSE / CANA 0,49 (0,29-0,58) 0,48 (0,34-0,62)
I n (%) 17 (89,5) 32 (74,4)

KoxHblit cyet PogHaHa, 6annbl
CuHppom PeitHo, n (%)

YMeHbLLEHNe POTOBOM
aneptypel, n (%)

TeneaHruakrasuu, n (%)
TunoToHus nuwesoga, n (%)
ACA, n (%)

Scl-70, n (%)

aHTuPHI, n (%)

aHTMRo, n (%)

aHTuLa, n (%)

pneumonia)
coupaeucivs | SANCCR | HICE | s
6e3 amdusembl) 6e3 amdusembl)

0,214 56 (44-60,5) 59 (51-67) 0,145

0,0001 14 (82,4) 32(84,2) 1
0,118 202 (115-240) 112 (59-188) 0,035
1 17 (100) 33 (86,3) 0,309
0,0001 1(6,3) 6 (16,7) 0,415

0,093 6 (6-6) 15 (9,38-34,8) 0,13

0,071 4(23,5) 11(28,9) 0,754
0,125 4 (3,5-5) 5 (4-6) 0,239
0,024 78,4 (67,3-93,7) 82,4 (65-98,2) 0,792
0,338 35,7 (26,3-45,9) 42,8 (35,6-53,5) 0,033
0,031 2,13 (2,02-2,71) 1,92 (1,47-2,32) 0,029
0,244 3(1,5-3) 2(1-3) 0,774
0,326 28 (26-35) 32,5 (30-35) 0,077
0,528 13,43 (12,18-16,12) 15,7 (13,42-19,06) 0,044
0,725 20 (19,8-22,5) 20 (18,5-23,5) 0,859
0,221 33 (30,5-51) 39 (31-44,5) 0,628
0,588 0,58 (0,40-0,70) 0,53 (0,42-0,74) 0,963
0,31 8 (47,1) 22 (59,5) 0,556
6 (3,5-7) 6,5 (4-11) 0,244

17 (100) 37 (97,4) 1
10 (58,8) 25 (65,8) 0,763

14 (82,4) 27 (11,1) 0,51

17 (100) 36 (94,7) 1

0(0) 2(54) 1
10 (58,8) 28 (73,7) 0,347

0(0) 2(6,7) 1

1(10) 4(15,4) 1

0(0) 2(17) 1

Mpumeyanme: AN - navonatnyeckiit neroukbii ubpos; 3N - drbposHble MHTEpCTULManbHbIe 3abonesanus nerkux; CCJ] - cuctemHas ckneponepmusi; CC3 - cepaguHo-cocyavcTble 3abo-
nesanvsi; U3J1 - uHTepcTuumanbHble 3abonesatms nerkux; HOHCUM - HedubposHas HecneLmdmyeckas uHTepcTULMAansHas NHeBMOHS; PXEN - dopcupoBaHHas K13HEHHas EMKOCTb NerkuX;
DL, - Auddyavtotras cnocoBHocTs nerkix ro Mowookcuay yrmepoa; GAP (Gender, Age, Physiology) - Lkaria OLEHKv TAXECTH ¥ MPOTHO3A TEYEHs WAMONATHYECKOro Nero4Horo drbposa;
TAPSE - amnnuTyna fgikeHns dubposHoro konbLia TpukycnupansHoro knanaxa; CIMTA — cuctonnyeckoe AaBnenue B neroyHoit aprepuu; I — nerouHas runeptenans; MK — npasbiii xenygoye;
MM - npasoe npescepane; ACA — aHTULHTPOMEpHbIe aHTUTena; Scl-70 — aHTuTena K Tonouomepase-1, aHTPHIT - aHTuTena k puboHykneonpoTemHy; aHTMRO — aHTUTeNa K LUTonnasmMaTuyecko-

my anTurery SS-A(RO); aHtuLa — aHTuTena k uvTonnasmariyeckomy axTureny SS-B(La).

B xome yHUBapMaHTHOTO PErpPeCCUOHHOTO aHaIn3a
BBISIBJIEHO, UTO IIPU3HAKAMU, ACCOLIMMPOBAHHBIMU C Ha-
Jmurem smousemsl y manueHToB ¢ U3J1-CCJI, ObLImn
Myxckoii o (O — 3,68; 95 %-wuenit AN — 1,0—13,5;
p =0,049), crax 3a6oneBanmst (OI — 1,01; 95 %-web1id
AN —1,00—1,01; p =0,032), Hamuure TeJaeaHTUIKTa3ui
(O — 4,35; 95 %-upbiia AN — 1,19—15,91; p = 0,026),
Hannuue nmpu3HakoB JI® no nanubiM KTBP (OLL — 3,85

(95 % AN — 1,29—11,43; p = 0,015), cumxenune DL
(O — 0,95; 95 %-ub1it AW —0,92—0,99; p = 0,008)
u yBenmuenue unaekca ®XKEJ / DL (OLI — 2,24,
95 %-uwiit AN — 1,13—4,44; p = 0,021). B xome MHO-
JKECTBEHHOTO PErpPeCCMOHHOrO aHajM3a BBISIBJIEHO, YTO
HauboJiee 3HAYMMBIMU (haKTOpaMU PUCKA HATAYUS M-
¢uzemsl y marmeHToB ¢ M3JI-CCJI 6bUTH MYKCKOI TTOJT
(oI — 9,57; 95 %-uwid A — 1,83-50,1; p = 0,007),

798

MynbmoHonorus « Pu’monologiya. 2025; 35 (6): 792-804. DOI: 10.18093/0869-0189-2025-35-6-792-804



OpuruHanbHble uccnepoBatus « Original studies

crax 3aboneBanus (OL — 1,01; 95 %-uwiit AW — 1,00—
1,01; p =0,0017) u DL, (OL — 0,95; 95 %-nb1it 1N —
0,91-0,99; p =0,013).

IMo pesynbraram ROC-aHanmu3a moaTBepXaeHO,
YTO MPEIUKTOPAMU HaJUUUs dM(U3eMbl y TTallMEHTOB
¢ ®U3JI-CCJI 6b11u cTaxk 3adoaeBaHus > 12 aet (Se —
81,8 %, Sp — 66,7 %, AUC 0,753; 95 %-nb1it AN — 0,588—
0,917; p =0,003), snauenue DL, <35%  (Se—75%,
Sp — 51,6 %, AUC — 0,670; 95 %- Hme[I/I—0567—
0,772; p = 0,001) u unnexca ®XKEJT / DL > 1,9 (Se —
66,7 %, Sp — 69,4 %, AUC — 0,662; 95 %-ubiii U —
0,529-0,795; p =0,017) (puc. 4).

B T0 Xe Bpemst B rpyrine nauueHToB ¢ MJI® npeank-
TOpaMM HaJIW4YUS y TTallMeHTOB 3M(bHU3eMBbI 110 TaHHBIM
KTBP gBastivch HaTuune XpOHUYECKON OOCTPYKTUBHOM
60se3nu gerkux (OLL — 4,8; 95 %-nbiit I — 1,24—18,7;
p =0,023), kypenne (OL — 21,0; 95 %-nwrit AN — 4,37—
10,9; p = 0,0001) u 6onee Boicokne 3HauecHUS OKEJI
(O — 1,03; 95 %-ubit W — 1,00—1,05; p =0,05).

IIpu npoBenenun ROC-aHanu3a BBISIBICHO, YTO
@®XEN>70 %, . (Se —71,4%, Sp— 53,3 %, AUC —
0,674; 95 %- HBII/I):[I/] 0,533—0,814; p =0,015) siBsieTcst
MIPEAUKTOPOM HaTMIUs SMbu3eMsbl y nanueHToB ¢ MJID

(puc. 5).
O6cyxaeHue

[IpoBeneH cpaBHUTEIBHBINM aHAIN3 OCHOBHBIX XapaKTe-
puctuk nauueHToB ¢ MJI® u ¢pU3J1, accounnpoBaHHBIM
¢ CCHI, — N3J1, koTopbie, HECMOTPSI Ha CXOXKECTh MaTore-
HETHYECKMX MyTell 1 MaTTepHOB U3MEHEHMI 10 JaHHBIM
KTBP OT'K, uMmeroT cyiiecTBeHHbIE pa3iuuus B KIU-
HUYECKUX MPOSIBICHUSIX, TCUEHUM O0JIE3HU U ITPOTHO3E.

B nccnenyemoii Beioopke nanneHTs ¢ MJID otmya-
qmck ot il ¢ G 3JI-CCJI 1o Bo3pacTy, IOy, CTaxKy 3a-
OoJieBaHMsI, paCIPOCTPAaHEHHOCTY KOMOPOUIHBIX 3a00J1e-
BaHU, KIMHUYECKUM TMTPOSIBIICHUSIM, XapaKTePU30BaTUCh
6osree HM3kuMM TTokasareiasmu OXKEJI, 6ombiieii pac-
ImpocTpaHeHHOCTHIO JII' 1 M3MEeHEeHMIt B IIpaBBIX OTAEIaX
cepmna. Cxoxxue pe3yabTaThl MOJYISHBI U B PSS IPYTUX
nccienosanuii. [NaunenTtsl ¢ UJI®, Kak npaBuiio, — 3T0
MTOXMJIBIE MY>KIWHBI ¢ MEHBIIEH MTPOIOJIKATETEHOCTBIO
3a00J1eBaHMsI, O0JIee BBIPAKCHHOM ONBIIIKON U XyIIIIM
nporHo3oM [13]. CormacHo JaHHBIM MCCIIEAOBAHUMA,
y nmauueHToB ¢ MJI®D mocToBepHO yale 0TMEYaroTCs
XapaKTepHBIe (PU3MKaJbHBIC TTPU3HAKN (KpEeIUTaINs,
CHMIITOM «bapabaHHBIX TTaJIOUYeK») W 00jice HU3KUE T10-
KazaTeJIM KayecTBa XXM3HU 110 CPAaBHEHUIO C OOJILHBIMU
WN3JI-CC/I [14]. M.T. Durheim et al. BbISIBIIEHbI JOCTO-
BepHO 0oJsiee HU3KKE (PYHKIMOHAbHBIE MoKa3aTeu Mpu
WJID, yem ipu U3JI-CCI;: cpennsig @AKEJI cocrassiia
73 %, V587 %, . ,aDL,—45%,  vs57%,
W3- CCH < 0. 0001) [14]

H3BecTHO, 4TO OOJICE MIUTENBbHBIM CTax 3aboJje-
BaHUs acconumpoBaH ¢ HammuneM M3J1 y manueHTOB
¢ CC [15]. ITpu 3TOM 1O JAaHHBIM COBPEMEHHBIX MC-
cJemoBaHMi TOKa3aHo, YTO MporpeccupoBaHue (pudposa
nipu 3JI-CCJI MOXeT MPOUCXOAUTh HE3aBUCUMO OT JUTU-
TeJbHOCTH 3a0oneBanus. Tak, A. M. Hoffmann-Vold et al.
HE BBISIBJICHO Pa3JIMYMii B CKOPOCTH ITPOTPECCUPOBAHUS
M3JI-CCJI mexnay rpyrnnaMu MalueHTOB ¢ pa3HO Mpo-
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Puc. 4. ROC-kpuBasi: npeauKTopbl HaTMUUst dMbuszeMbl npu hbudpos-
HOM MHTEPCTULIMATIbBHOM 3a00J1€BaHNHU JIETKMX Y TTALIMEHTOB C CUCTEM-
HO# ckiepoaepmueit (ctax 3abosieBanusi, nuddy3noHHast crocod-
HOCTb JIETKMX 110 MOHOOKCULY yTJIEPOa, %:“M_, cooTHolIeHue Gopcu-
POBAaHHON KM3HEHHOW €MKOCTH JIerKuX U aucddy3noHHOR
CMOCOOHOCTH JIETKMX N0 MOHOOKCULY YIJIEpo/a)

IMpumeuanue: ROC-kpuBas (Receiver Operating Characteristic) — rpacduye-
CKMI METOJI OLIEHKM KauyecTBa OMHapHBIX Kiaccupukaropos; OXKEJ —
(hopcupoBaHHasl KU3HEHHAs €MKOCTh Jierkux; DL, — mnddysuonnas
CIOCOOHOCTD JIETKHUX 110 MOHOOKCHJLY YIJIepoa.

Figure 4. ROC curve: predictors of emphysema associated with fibrotic
interstitial lung disease in patients with systemic sclerosis (disease dura-
tion, diffusing capacity of the lungs for carbon monoxide, % pred.? ratio of
forced vital capacity to diffusing capacity of the lungs for carbon
monoxide)
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Puc. 5. ROC-kpuBasi: ¢opcupoBaHHas XU3HEHHass eMKOCTb JIETKHUX
KakK TIPeINKTOP HAJWYUS Y TTAIIMEHTOB ¢ MHTePCTUIIMATIbHBIM 3a00J1e-
BaHUEM JIETKUX 9M(DU3EeMBbI

[Mpumeuanne: ROC-kpusas (Receiver Operating Characteristic) — rpauue-
CKMI METO/ OLIEHKM KayecTBa OMHAPHbIX KJ1acCU(UKATOPOB.

Figure 5. ROC curve: forced vital capacity as a predictor of emphysema
in patients with interstitial lung disease
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Jlesuna F0.A. u dp. OCOGEHHOCTH KIIMHUYECKOTO TEYSHUSI U PEHTIeHOJIOTMYeCKOi KapTUHBI JierouHoro ¢hubposa npu CC u UJ1D

MOJKUTEIBHOCThIO 00JIE3HU, BKJIIOYas TeX, ¥ KOro 3a-
6oaeBaHue maunoch > 15 ner [16]. B mpencraBiaeHHOI
paboTe MIMTEIBHOCTh 3a00JIeBaHMS SIBISUIACh OJHUM
M3 OCHOBHBIX IIPeAUKTOPOB Hajauuus JID y manueHToB
¢ NU3JI-CC/I.

Taxcke B xome pabOTHI BHISIBIIEHO, UTO CYIIECTBEHHAsI
nous mareHToB ¢ M3J1-CCJI xapakTepu3yeTcsT HaTuau-
eM JI® no nanHeiM KTBP OT'K (pubpo3Hblii BapuaHT
HCUII —y 44,7 %, a narrepn OUIT —y 8,7 %), uto co-
OTHOCHTCSI C JaHHBIMHU JIMTepaTyphl. Tak, Ipu aHaIu3e
PEHTTeHOJIOTHYECKUX MATTepHOB Y TanueHToB ¢ M3J1-
CCIl (n =43) Buccnenoanuu L. M. Diaz et al. oTMeuyanoch
npeobnananue HCUIT 79 % (n = 34), B To BpeMsl Kak
OMII HaGmopazach 3HaYUTELHO pexe — B 21 % (n=9)
ciaydaes [17]. B apyroit pabote y natuentos (n = 91)
¢ U3JI-CCJ (39,6 % — ¢ nuddy3HOI KOXKHOI (hOpMOIi)
narrepH HCUII BeisiBieH B 76 % ciyvaeB, a maTTepH
OWUII — B 24 % [18]. IIpeobmamanue OUII-marTepHa
BBISIBIICHO B MccienoBaHuu A.A. byoko u coasem.: cpenn
33 maumenros ¢ GM3JI-CC/, nosst OUII cocrasua 73 %,
a HCUII — 27 % [19].

Paznuuus B pacnpoctpaHeHHocTu nattepHa OUII
cpenu marueHToB ¢ M3JI-CCJI MmoryT ObITH OOYCIOBIIE-
HBI CJIOXHOCTBIO ero nuddepeHIIMPOBKY ¢ (PUOPO3HBIM
BapuaHToM HCHII. OcobGrie TpyaHOCTH BOZHUKAIOT MPU
unrepnperaiuy KT-kaprunsl y nanypeHToB ¢ KJII®D, uyto
TpeOyeT SKCIePTHOM OLIEHKN BpauyaMU-PEHTICHOJIOTaMU.

[Tpu mpoBeneHNN CpaBHUTEIBHOI XapaKTePUCTUKHU
B IMpeICTaBJIEHHOM UccaeaoBaHuM nauueHTsl ¢ G 3JI-
CCJI otnmuanuck ot nauueHToB ¢ HOHCHUII-CCI 6onee
Huskumu nokasareasamu @XKEJ u DL, a Takxke Gonee
yactbiM passutueM JII'. [Ipenukropamu Hanmuuus y na-
unenToB JID crano chmkenne ®KET <80 % . DL,
<45 %ﬂm_, a Taxcke noselieHue CHJIA > 35 MM pT. CT. o
naHHbIM OxoKI 1 mImMTeaIbHOCTb 3a001€BaHus > 8§ JIET.

[Moxoxwue naHHBIe ObLTN TIONYyYeHBI A.A. Byodko u co-
aem.. BBISIBJIEHBI NpeauKTUBHbIe 3HayeHUss DIKEJI
<70 %, (oTHOcuTenbHbIl puck (OP) — 4,668;
p=0,047)uDL_,<60%, (OP—5,333;p=0,013) npu
nporpeccupytomem GU3JI-CCI, [19]. C.J.Ryerson et al.,
nokasaHo, uyto 3HayeHre MXKEJ apiasgercs HeE3aBUCUMBIM
MPeIUKTOPOM JieTaabHOCTU Y nanueHToB ¢ U3JI-CCJ
B TeueHue 1 roma [20]. ITpu aTOoM maxke mpu BuIpaXKeH-
Hom JID (1o mokasarensam mkaiasl Goh) @XKEJT moxer
ocrtaBaTbhcs coxpaHHoit [21]. [To naHHBIM psiga ucciieno-
BaHUI yCTaHOBIIEHO, YTO CHIXXeHKe DL . ciyxut Gosee
YyBCTBUTEIBHBIM MapKepoM mporpeccupoBanmst U3J1,
yem guHamnka OXKEJI. OgHako npu MHTEpPIIpETallin
pe3yJIbTaTOB HEOOXOAMMO YUUTHIBATh MOTEHIIMATbHOE
pausinue JII' Ha naHHblii noka3atenb. R.G.Carbone et al.
MMPOAEMOHCTPUPOBAHO, UTO Yy mauueHToB ¢ MU3JI-CCJ]
(n=53) mpu Hamunu ntatrepHa OUII mpu CCJI 3Haummo
nosbiancs puck JII' mo cpaBHenuto ¢ HCUIT (O —
2,64; 95 %-nbiii AN — 1,25—-5,58; p=0,01) [22].

B oTHOIIEHNN UMMYHOJIOTUYECKNX MapKepoB 3a00-
JIeBaHMS CYIIECTBYIOT JaHHBIC, TTOATBEPXKIAIOIINE UX
¢Bs13b ¢ onpenaeaeHHbIM matrepHoM M3JI nmpu CCJI. Tak,
MMOBBIIIEHHBI YPOBEHb ayTOAHTUTEI, BKIIIOYAsl aHTH -
PHII u antu-SSA, HaGmonancs y malneHTOB C «COTO-
BOI1» TpaHCchOpMAaLMeii JIETKHX, a TTIOBBILIEHHBIN YPOBEHb
aHTu-Scl-70 aHTUTEN — y MaLMEHTOB ¢ TpeodagaHueM

«MaToBOTO cTeKJa» [23]. OmHakKo B xo/ie MpeacTaBIeHHOTO
WCCIIEIOBAHMSI TOCTOBEPHBIX PA3JIMIMIA T10 TaAOOPaTOPHBIM
OGroMapKepaM MeXIy MalreHTaM1 ¢ Pa3HBIMU TTaTTepHa-
mu M 3J1 mpu CCJI He BBLISIBIEHO.

Taxcke B Xxo/1€ MpeACTaBIeHHOrO UCCIeAOBaHMS Y Ma-
LIUEeHTOB ¢ overlap-cuaapomoM (rmmomumuo3nt / CCJI)
pexe BeisgBisics JI® o nanusiM KTBP ¢ ipeo6namanu-
eM KapTuHbl KiierouHoro HCHUII. B To ke BpeMs faHHbIE
JINTePaTyPHBIX UCTOYHUKOB I0BOJIbHO MPOTHBOPEUYNBHI:
1O pe3yJibTaTaM HEKOTOPBIX UCCIEOBAaHUI OTMeUeHa
accommanust antu-PM/Scl ¢ JID [24], Torma Kak 1o pe-
3yJIbTaTaM IPYIuX paboT — peakoe pazputue M3J1 B aToit
rpyIine namueHToB [25].

Oco0blii MHTEPEC MPECTaBISIET BRICOKAs PacIIpoCcTpa-
HeHHOCTb dMpu3eMbl ipu U3JI-CCJI B mpeacTaBIeHHOM
koropte narueHToB (21,4 %). [IpenukTOopamMu pa3BuTHSsI
sMbU3eMbl CTAIU HajImuue y naiueHToB JIM no naHHbIM
KTBP, crax 3aboseBaHus > 12 jneT, HaJIMuue TeaeaHTU-
9KTasuii, bonee Hu3Kue nokasarean DL (< 35 %ﬂonx,)’
a Takxke nosbimenne uaaekca ®XKEJ / DL, > 1,9.

ITo pe3ynbraTtam psina ucciaenoBaHUI BbISIBI€HA 3HA-
yuTesibHas pacnipoctpaneHHOCTh KJIDD cpenu nanyeH-
ToB ¢ MU3JI-CC/I (10—18 %), BKITHOUast HUKOTIA HEe KypHUB-
mux. CoraacHo NaHHBIM A.Ariani et al., pacTipocTpaHEeH-
HocTh KJIDD cocraBuna 18 % B obweii rpyne U3J1-CC/]
u 7 % — cpenau HUKOTAA He KypUBIIMX MAlMeHTOB [26].
ITo manusM K. M. Antoniou et al., smpur3zema oOHapykeHa
y 12,3 % nmauuenros ¢ U3JI-CCH, 19,7 % — cpenu Ky-
PUIBIIMKOB U 7,5 % — cpeau HUKOIAa He KypuBiux [11].
IMomuepkuBaetcs, uro pazsutue KJIIDD npu CCJ] moxeT
IIPOUCXOIUTHh HE3aBUCUMO OT KypeHMUSI.

[IpenanonoXuTeTbHBIM MEXaHU3MOM Pa3BUTHS SMDU-
3eMaTo3HbIX u3MeHeHuit ipu U3JI-CCJI aBnsiercst Ha-
e nepudepryecKoil BaCKyIOMaThu, YTO OObICHSIET
cHrkeHue DL, pu cOXpaHHBIX OOBEMHBIX MOKA3ATENSAX,
a TaK3Ke BBICOKYIO JIOJTI0 HEKYPSIIMX MTallueHTOB [27].

B nocnenHue roapl HaKaIrJIMBalOTCS JaHHBIE O TOM,
yto KJI®D npencrasisiet codboit ocodblit heHoTrn CCJI
C HeOJIAarOMPUSATHBIM TIPOTHO30M. Tak, A.Ariani et al. ipu
aHaJM3¢ BBIKMBAEMOCTHU BBISIBIIEHA TOCTOBEPHO OoJiee
BbICOKast cMepTHOCTH Ipu KJIDD no cpasHenuio ¢ CCJI
0e3 MopaxxeHus JJeTKUX U ToJIbKo aMpusemoii — npu CCJJ,
(Ol — 2,8; 95 %-nubiit AU — 1,2—6,6; p = 0,01) [26].
N.Champtiaux et al. ycTaHOBJIEHO, YTO 00I11asi CMEPTHOCTD
B rpynne KJIDD nocrurana 36 % vs 18 % B KOHTPOJIbHOM
rpymne nauueHToB ¢ MU3JI-CCJI 6e3 npru3HakoB aMmbu3ze-
™Mbl (p = 0,04), Tpu aHaM3e BEDKMBAEMOCTH TaK3Ke IO -
TBepauics xyammuit mporHos (p = 0,02). Takxke Koropra
naureHToB ¢ KJIPD xapakTeprs3oBajach 3HAYUTETbHO
boJiee YacThIM pa3BuTHeM npekamuisipHoi JIT (44 %
vs 11 %; p < 0,0001) 1 HEOOXOAMMOCTbIO BHETUIAHOBBIX
rocnimtanuzaumii (50 % vs 25 %; p = 0,01) [28].

BrrsiBiieHo, uro mauueHThl ¢ KJI®D npu CCJI xa-
PaKTepU30BATUCH OoJiee HU3KUM 3HaueHneM DL . npu
oTHOocHTenbHO coxpanHoi MKEJI, uro cormacyeTcs ¢ mo-
JIy4eHHBIMU pesynbratamu [11, 26, 28]. K. M.Antoniou et al.
MPU COMYTCTBYIOIIEH aMbU3eMe HabII0IaTI0Ch 3aMETHOE
cumxenue yposHst DL (Ha 24,1 %; p < 0,0005), a co-
ornomenue OXKEJI / DL ysenrnuunocs (Ha 34,8 %;
p < 0,0005), uTo yka3pIBaeT HA HEIIPOITOPIIMOHAIBHOE
cHmkenne DL, TIpu cCOXpaHHBIX JIETOYHbIX 0ObeMax [11].
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VY nauuenTtoB ¢ KJIDD npu NJIPD npogeMoHcTpu-
pOBaHBI KJIMHUKO-(DYHKIIMOHAIbHEBIEC XapaKTepUCTUKH,
CXOIHBIC C TAKOBBIMHU TIPH COITYTCTBYIOIIEH aMdu3eMe
nipu U3JI-CCJI. Pacnipoctpanennocts KJIDD nipu UJID
BapbupyeTcs oT 8 10 28 % [29], uTro conmocTaBUMO C I10-
kazatesrssvu ipu CCJI. O61ue yepter KJIDD npu 060-
MX 3200JIEBAaHMSIX BKJIFOYAIOT OTHOCUTEILHO COXPAaHHEIE
06bembl Jierkux (O2KEJT) rnpu 3HaYMTEIbHOM CHIKEHUU
DL, [10, 29], a takxe Gonee taxenyto JIT' [30]. [Tpu
3TOM oTMevarTes v pazanaust: ipu NJI® KJIIDD yetko
acCOIMMPOBaH ¢ KypeHueM, B To BpeMs Kak rpu CCJI,
sMmdu3eMa pa3BUBACTCS Y OOJIBIION JOJIU HEKYPSIIUX
nmauueHToB [31].

3akntoueHme

ITo pesynbTaTaM MccieqOBaHMs BbISIBJIE€HA BbICOKas
pacnipoctpaHeHHOCTh GU3JI-CCJI, 10151 KOTOPBIX Tpe-
Boicuia 50 %. [1pu cpaBHUTEILHOM aHAIN3€E BbISIBIEHBI
CYILLECTBEHHbIE pa3Inuusl Mexay naureHtamu ¢ 1D
n GMU3JI-CCJl mo KIMHUUYECKUM XapaKTepUCTUKAM,
(PYHKIIMOHATLHBIM JIETOUHBIM TTOKA3aTeNIsIM, a TaKKe Te-
MOIMHAMWYECKUM HapYyIICHUSM B MaJIOM KPyre KpOBOO-
opameHns. OcHoBHBIMY npearkropaMu JID y matmeHToB
¢ U3J1-CCJl ssBunuCh cieayroime:

* JUIMTEJIbHOCTb 3a00JIeBaHUS > § JIeT;

« ®XKEIN<80%,,  ,DL,<45%, _;

* mnosbimeHue CIJIA > 35 MM pr. CT.

OTMeyeHa BBICOKas YacToTa COIMyTCTBYIOLIEH aMpu-
3embl y TanveHToB ¢ U3JI-CC/ (21,4 %), npeaukropamMu
KOTOPOU SIBUJINCH CIIeayIonine (paKTOpHI:

» Hannuue npusHakoB JID (narrepy GHCUII wian

OMUII) o nannbiM KTBP;

* JUIMTENTBHBIN CTaX 3a00JICBaHUS;
* cHwkenne DL <35% -
* nosbimenne ®XKEJ /DL > 1.9.

IMomuepkuBaetcs rereporeHHocts U3JI-CCJ, npu
KOTOpOU TpeOyeTcs malbHelIee MyJIbTUINCIIUTUIMHAD-
HOE M3y4eHNe 0COOCHHOCTE IMaToreHe3a, KIIMHIIECKOTO
TEYSHMSI 1 TIPOTHO3a Y MALIMEHTOB TaHHOM T'PYTIIIHL.

Cnucok cokpaLieHui

aHTulLa — aHTUTENa K IIUTOIJIa3MaTUIECKOMY aHTUTCHY
SS-B(La)

aHTMRO — aHTUTEMa K IUTOIIA3MaTUIECKOMY aHTUTEHY
SS-A(RO)

aHTuPHII — aHTuTe1a K pUOOHYKIIEONIPOTEUHY

ACA — aHTULIEHTPOMEpPHbIE aHTUTEJIA

M3JI — nHTepcTuLIMaNbHbIe 3a00eBaHus IETKUX

NJI® — namornatnuecKuii JIETOUHBIN (hrdpo3

KJIDD — koMOMHALIKS JIETOYHOTO (DrOp0o3a 1 SMPU3EMBI
KTBP — kommnbloTepHast Tomorpadusi BLICOKOTO pa3pe-
LIeHUS

JIT" — nerouHast runepTeH3ust

JI®D — nerounsblii prdpo3

HCHII — Hecnenmdpuyeckass MHTEPCTULIMATbHAS TTHEB-
MOHUS

HPHCHUII — Hednbpo3Hag Hectienupruueckass MHTEP-
CTUIIMATIbHAST TTHEBMOHUS

OMUII — oObIyHAst UHTEPCTULIMATbHASI THEBMOHUS

OTI'K — opraHbl rpyaHO# KJIETKH

ITK — nmpaBblii xxeaynouek

I1I1 — npaBoe nipencepaue

CJIJIA — cucronmyeckoe naBjeHUE B JIETOYHON apTepun
CCJI — cucteMHas CKaepoaepMust

CC3 — cepneuHOo-CoCyauCThbIie 3a00eBaHUS

®XKEJT — dhopcupoBaHHast XKM3HEHHAS eMKOCTb JIETKIX
¢UN3JI — pubpo3HbIe MHTEPCTUIINATBHBIE 3a00JIeBaHUST
JIETKUX

GHCUII — pubposHas Hecrielmpuueckass MUHTEPCTULIU -
aJbHAsl THEBMOHUS

DxoKI — sxokapauorpadus

AUC (Area Under the Curve) — miolianb oj KpuBoit
DL, — muddy3noHHas criocoGHOCTh JIETKUX 0 MOHO-
OKCHUIY yTepoaa

GAP (Gender, Age, Physiology) — 1m1Kaja OLIEHKU TSKe-
CTU Y MIPOTHO3a TEUECHHUSI UIMOTIATUUYECKOTO JErOYHOTO
¢uobpo3za

ROC-kpuBas (Receiver Operating Characteristic) — Tpa-
¢ryecknit MeTO OILIEHKHM KayecTBa OMHAPHBIX KJIACCH-
¢dukaTopoB

Scl-70 — anTUTeNa K TOMon3zoMepase- |

TAPSE (Tricuspid Annular Plane Systolic Excursion) — cuc-
TOJIMYECKasi 9KCKYPCHUSI TUIOCKOCTH TPUKYCITUIATBHOTO
KoJIbLIa
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