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Pedpepart. BBepgeHue. CrictemHas ckrnepogepmumsi —ayToumMMyHHasi 6onesHb, npy KOTOpOK YacTo HabntogaeTcs Bocna-
nuTensHoe hnbposnpytoLLiee NoOpPaKeHNe NEro4YHOro MHTEPCTULMSA, 0603HaYaeMoe Kak MHTepCTMUMansHoe 3abonesaHve
nerkmx. OHO accoLMMPyeTCs CO 3HAYUTENMBHBLIM CHIDKEHMEM BbIXXMBAEMOCTU U ABMNSETCH BeAyLLEen HeNnocpeaCTBEHHON
NPUYNHON CMepPTU BONbHbIX C CUCTEMHON cknepogepmmnent. CKopoCTb NPOrpeccupoBaHns MHTEPCTULIMANBLHOTO 3abone-
BaHWS NerkmMx 3Ha4nMTenbHO BapbupyeT. BBuay Toro, 4to cneundunyeckoe MIMMYyHOCYNPECCMHOe U aHTUdnBpoTnyeckoe
neyeHue onpaBaaHo TOMNbKO B Cry4ae NporpecCupyoLLLEro NOPaXXeHUst, MPOrHO3MPOBaHNE NPOrPECCUPOBaHNS NHTEPCTU-
umansHoro 3abonesBaHuns nerknx umeet 6onbLUoe NpakTuyeckoe 3HaveHune. Llenbro HacTosLLero uccnegoBaHus ctana
pa3paboTka NoaxoaoB K NPOrHO3MPOBaHMIO MPOrpecCcMpoBaHNsa MHTEPCTULMANbHOrO 3ab0neBaHms Nerknx y nauneHTos
C cucTeMHoM cknepoaepmvein. Matepuansl U meToabl. B aHanus BknioYeHbl AaHHbIE NaUMEHTOB, HabnaatoLwmxes
B Pernctpe M1Mo3nToB, CUCTEMHOW CKNEPOAEPMUN U CMeLLaHHbIX 3abonesaHuit (PEMUCCu3). Kputepum BkntoveHUs:
BO3pacT 18 neT 1 cTapLue, yCTaHOBMNEHHbIN AnarHo3 « CuctemMmHas cKknepoaepmusi», CoOoTBeTCTByoLmi kputepuam ACR/
EULAR (2013), npoBefeHHbIe NOBTOPHbIE KOMMbIOTEPHBIE TOMOrpadhum NErknx BbICOKOro paspeLLeHmns ¢ MHTepBanom
He meHee 1 roga. Bcem naumeHTam npoBedeHbl TECTbl 6-MUHYTHOM x0ab0bl. Pe3ynbraTthl  nx obeyxaeHue. B vc-
cnepoBaHue BKIMHOYEHO 44 nauueHTa (43 KeHLWmMHbI), cpegHuii BodpacT 62,9 + 11,5 net. CpeaHsAs 4NUTENbLHOCTb Ha-
ontopeHus coctasuna 530 + 231 gHen. C peHTreHoNorM4yeckMM NporpeccupoBaHneM accoummpoBarncs bonee monogomn
Bo3pacT, p=0,03, TsxkecTb peHomeHa PenHo, p=0,032, MeHbluasa anutensHocTb 3abonesaHns p=0,038 n mMeHbLLeE
paccTosiHne, NpoaeHHoOe B TecTe 6-MUHYyTHOM xoabbbl, p=0,05. MNporpeccupoBaHme hyHKUMOHAMNbHbLIX HapyLUEHWN,
onpeaensieMoe no AMHaMuke NPOXoAMMOro PacCTOSHUS B TECTE B-MUHYTHOM XOA4b0bI aCCOLMMPOBANIOCh CO CHUXEHUEM
HacblLeHnsa KpoBu kucnopogdom B nokoe (p=0,003), BbipakeHHOCTbo oablLkK no wkane bopra (p=0,006), ¢ ucxogHon
AvcTaHumen tecta 6-MuHyTHOM xoapbbl (p<0,001), Hannymem aHTUTEN K Tonomsomepase | (aHTn-Scl-70, p=0,034),
»anob Ha ogpiwky (p=0,043) n ¢ gucdarunen (p=0,034). B pesynbrate 0O6paTHOrO NOLLIArOBOro 0Tbopa NepemMeHHbIX,
13 yKkasaHHbIX NokasaTenen BblbpaHbl TPU HE3AaBUCUMMbIX 3HAYMMbIX NMpeaukTopa: Hanndne aucdarmum, aHTn-Scl-70 n
NCXoAHasa anctaHums xoabbbl B TecTe 6-MWHYTHOM xoAbbbl. Ha ocHoBe aTux nokasaTenen npeacraBneHa perpeccu-
OHHas hopmyna Ans NPOrHO3MPOBaHNS NPOrPECCMPOBaHNSA PYHKLMOHANbHbBIX HAPYLLEHWI Yy NALMEHTOB C CUCTEMHOW
cknepogepmvien. BelBoabl. PeHTreHonornyeckoe nporpeccMpoBaHne MHTepCTMLMansHOro 3abonesaHmns nerkux y naum-
€HTOB C CUCTEMHOW CKIepoaepMmUEN acCoLMUPYETCS C MOMOAbIM BO3PACTOM NaLMEHTOB U BbIPaXXEHHOCTbIO CUHAPOMa
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PeiiHo. [1ns nporHo3vpoBaHust CHUKEHUSA OYHKLMOHaNbHbIX BO3MOXHOCTEN NaLneHTOB C CUCTEMHOW CKnepoaepMumen
LernecoobpaseH y4eT Hanuums gucdarum n aHTuTen k Tononsomepase | (aHtn-Scl-70).

KniouyeBble cnoBa: cucTeMHas CKNepoaepMust, UHTepcTULmManbHoe 3aboneBaHne nerkunx, NPorHo3MpoBaHue nporpec-
CMPOBaHNs, TECT C LLECTUMUHYTHON XOALO0W, KOMMNbIOTEPHAA TOMOrpadus BbICOKOTO pa3peLUeHust.
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Abstract. Introduction. Systemic sclerosis (scleroderma) is an autoimmune disease that often causes inflammatory
fibrosing lesions of the pulmonary interstitial tissue, referred to as interstitial lung disease. It is associated with a significant
reduction in survival and is the leading immediate cause of the systemic scleroderma patients’ death. Progression rate of
interstitial lung disease varies greatly. Since the specificimmunosuppressive and antifibrotic treatment is only justified in
case of progressive lesions, predicting the interstitial lung disease progression is of great practical importance. Aim: To
develop approaches to predicting the progression of interstitial lung disease in systemic scleroderma patients. Materials
and Methods. Our analysis included the data of patients observed in the Registry of Myositis, Systemic Scleroderma and
Mixed Diseases (REMISSiZ). Inclusion criteria: Age 18+ years, the proven case of systemic scleroderma, eligibility for
ACR/EULAR (2013), and the repeated high-resolution computed tomography of lungs with an interval of at least 1 year.
All patients underwent 6-minute walking tests. Results and Discussion. The study included 44 patients (43 women)
aged 62.9 + 11.5 years in average. The average follow-up duration was 530 + 231 days. Radiological progression was
associated with younger age, p=0.03, severity of Raynaud’s phenomenon, p=0.032, shorter disease duration, p=0.038,
and shorter distance covered in the 6-minute walk test, p=0.05. The progression of functional impairment, determined
by the dynamics of the distance covered in the 6-minute walk test, was associated with a decrease in blood oxygen
saturation at rest (p=0.003), the severity of breath shortness according to the Borg scale (p=0.006), the initial distance
of the 6-minute walk test (p <0.001), the presence of topoisomerase | antibodies (anti-Scl-70, p=0.034), and complaints
of breath shortness (p=0.043) and dysphagia (p=0.034). As a result of reverse stepwise selection of variables, three
independent significant predictors were selected from the above indicators: Dysphagia, anti-Scl-70, and the initial
walking distance in the 6-minute walk test. Based on these indicators, a regression formula is presented for predicting
the progression of functional impairment in systemic scleroderma patients. Conclusions. X-ray-detected progression
of interstitial lung disease in systemic sclerosis patients is associated with younger age and Raynaud’s phenomenon
severity. To predict the decline in the systemic sclerosis patients’ functionality, it is advisable to consider the presence
of dysphagia and topoisomerase | antibodies (anti-Scl-70).

Keywords: systemic sclerosis, interstitial lung disease, progression prediction, six-minute walk test, high-resolution
computed tomography.
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H €CMOTpPS Ha 3HaYMTENbHbIV Nporpecc B neve-
HUN ayTOMMMYHHbIX 3aboneBaHuii, BegeHne
naumeHToB C cucTemMHown cknepogepmunent (CCL) octa-
eTcsl CroXHoW npobnemon ans Bpada. 3aboneBaHue
no-npexHeMmy oTNMyaeTCsi BbICOKOW CMEPTHOCTbIO
(okono 7% B roa) n No 3aTOMy nokasartento nuanpyet
cpenu cucTeMHblx 3aboneBaHunin coeguHUTENbHOM
TKaHW. BaxHelwen npuynHon cmeptn 6onbHbIx CCL
B MocreaHne rodbl CTano MHTepcTuumManbHoe 3a-
ooneanne nerkux (M3J1), Ha KOTopoe NPUXOAMUTCS
19% Bcex netanbHbIX ncxonos [1]. Mopdonornyecku
N3J1 nposBnseTcss XpOHUYECKMM BOCNanUTENbHbIM
NPOLIECCOM B JIEFOYHOM UHTEPCTULMKN, NPUBOOALLUM K
nporpeccupytoLemMy omdpoasy. MponcxoamT CHUXKEHNE
Anddy3MOHHON CNOCOBHOCTU U KU3HEHHON €MKOCTU
nerknx, YTo NPMBOANUT K HapacTalLen AbixaTernbHON
HepgocTaTtoyHocTu. KnunHudeckn W31 nposiensertcs
OfbILLKOW N yXyALIEHUEM NEPEHOCUMOCTN (PU3NHECKNX
Harpysok [2].

WccnepoBaHusa nocnegHux neT NnpogeMoHCTPUpo-
Basin BO3MOXHOCTb NIEKapCTBEHHOIO TOPMOXXEHNS NPO-
rpeccupoBannst N3J1 y 6onbHbix CCL, 4TO nopoauno
3a[ja4yy CBOEBPEMEHHOrO BbISIBEHUSA MaLMEHTOB C
NPOrpeccupyoLLMM NEroYHbIM NOPaXKEHNEM.

LUenb nccnepgoBaHua. Paspabotka nogxogos K
NPOrHO31POBaHWIO MPOrPeCcCMpPOBaHNS NHTEpPCTULMArb-
Horo 3aboneBaHuUst Nerknx y nauMeHToB ¢ CUCTEMHOWN
cKknepogepmMmen.

Martepuanbi n metTogbl.

U3yuaemas nonynayus.

B HacTosilwee nccnepoBaHue BKMOYEHbl AaHHbIE
nayMeHToB, Habnpawwmxca B pamkax Peructpa
MWO3MTOB, CUCTEMHOWN CKNEpPOAEPMUM U CMELLAHHbIX
3abonesanuii (PEMNCCu3). B peructpe Habntogatotes
naumeHTbl B Bo3pacte 18 neT u craplue, NpoxuBsato-
wme B r. MockBe, Haxogsimecss Ha aMbynaTopHOM
neveHunn y pesmaronora. Bkniwoyanucb nuua ¢ paHee
ycTaHoBneHHbIM anarHo3om CC[l, cooTBeTCTBYyHOLIMNE
KpuTepusam gaHHoro 3abonesaHns ACR/EULAR (2013)
[2], nognncaBwmre MHOOPMMPOBAHHOE cornacue Ha
yyacTume B perucTpe, u, KotopbliM Oblnia npoBeaeHbI no-
BTOPHbIE KOMMbIOTEPHbIE TOMOrpadun Nerkmnx BbICOKOro
paspeLlueHus ¢ uHTepsanom He MeHee 1 roga. Vccne-
A0BaHue 04o0peHo JlokanbHbIM 3TUHECKUM KOMUTETOM
®rAQOY BO PHUMY wm. H.W. lMNMuporosa MuH3gpaBsa
P® 27.01.2021 r,,

AHarnusupyemasi UHghopMmayusi.

MauneHTam npoBoAMnNuCb cOop aHamHesa, 00-
WKW dU3MKarnbHbIN OCMOTP, OLEHKa NpoxXoguMoro
paccTosiHMSA B TecTe 6-MUHYTHON xoabbbl (TLUX, m) ¢
onpegeneHvem cTeneHun oabiwkm no bopry, namepexve
HaCbILWEHNsT KPOBU KUCIIOPOAOM C MOMOLLbBIO Nyrb-
cokcnmeTpa (SpO2, %) 4o 1 nocne Harpysku, oueHka
naTonorm4yeckux CMMMNTOMOB MO CUCTEMaM M OpraHam.
Kpome TOro, B pamkax mccrnegoBaHus AOKYMeHTauum
NPOBOAMMCHA aHanu3 pesynbTaToB (PYHKUMOHAMbHbIX
NEroYHbIX TECTOB, aXokapanorpadum, KOMNbITEPHON
ToMorpadun Bbicokoro paspewerus (BPKT), uc-
cnepoBaHusa AMddY3MOHHOM CNOCOOHOCTM NErknx u
onpegeneHue cneunduydecknx gns CCL aytoaHtuten
(aHTn-Scl70, aHTn-CENP-B, aHTn-PmScl). BapunaHThl
MHTEpCTMLManbHOro 3aboneBaHus nerkux onpege-
nanucb Ha ocHoBaHum knaccudpukaunm ATS/ERS
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(2013) [3]. TspkecTb hbeHOMeHa PenHo oueHvBanach B
fannax: 1 6ann COOTBETCTBOBAI TONBKO U3MEHEHUIO
uBeTa nanoueB 6e3 6onesoro owyueHus; 2 6anna
COOTBETCTBOBANM Hanuuuio 60neBbIX OLYLEHWIA BO
BpeMmsi npuctyna; 3 6anna cooTBETCTBOBANM Hanm4yno
€0VHUYHBIX aKTUBHbIX A3BOYEK Ha Manbuax KucTen, a
4 — MHOXECTBEHHbIM U3bA3BIIEHUAM UMW FAHTPEHE.

Cmamucmuyeckasi obpabomka.

CBA3n mMexay kadeCTBEeHHbIMU MokasaTensiMm Uc-
cnegoBanucb C MOMOLLbIO X2-KpUTepus, O5s OLEHKM
CBA3M Mexay MOopsSAKOBLIMU U KONMUYECTBEHHbIMMU
nepeMeHHbIMU UCMONb30Basrica 0gHOMaKTOPHbIN AMC-
nepcuoHHbIn aHanus (anroputm ANOVA), cBA3b Mexay
KOMNMYeCTBEHHbIMU NEePEMEHHbIMW aHanM3npoBarnacbh
C NOMOLLbIO HenapameTpuyeckoro metoga CnmpmeHa.
BbisiBNneHne 3HauyMmbiX B3aMMOHE3aBUCUMbIX Mpe-
OVKTOPOB OCYLLECTBNANOCH B ABa 3Tana. Ha nepeom
onpefenanucb nokasarenu, AeMOHCTpupylowme ao-
CTOBEpPHbIE O4HO(AKTOPHbIE CBSI3U C 3aBUCUMOW Nepe-
MeHHoW. Ha BTopom — B pamkax 0606LLEHHON NMHENHON
MoLenn U3 nokasartesnemn, YCTaHOBMEHHbIX Ha NepPBOM
aTane, oCyLecTBsANCA 06paTHbIN NoLaroBbii 0TOOP
nepemMeHHbIX.

Pe3ynbrathbl n ux o6cyxaeHue.

Obuwas xapakmepucmuka romnynsyuu.

B nccnenosaHuve BkntoyeHo 44 nauyneHTa ¢ cucTem-
HOW cknepoaepmmnen n guHammyeckon oueHkom M3J1
no ganHbiM BPKT. B nonynauun nccnegosaHus npe-
obnaganu xeHwmHbl (43 yenoseka — 97,7%). CpegHuii
BO3pacT BKIHOYEHHbIX BonbHbIX cocTaBun 62,9 £ 11,5
net (mabn. 1). CpegHasa onuTenbHOCTL HabnogeHus
coctaBuna 530 + 231 aHen.

Cpenun peboTHbIX CMMNTOMOB, OTINYAKOLLMXCSA OT
eHomeHa PeliHo, npeobnaganu ogpiwka (18,2%), ap-
TpuT (18,2%), cknepogepma (15,9%) u kawens (11,4%).

Mpw oLeHKe MMMYHONOMMYECKNX NoKasaTenen oTme-
YeHO, YTO Hanboree YacTo BbISIBNSANWUCL aHTUTENa K To-
nom3omepase | (aHTn-Scl70) -y 16 naumeHToB (36,4%).
AHTULEHTPOMEpHbIe aHTuTena (aHTn-CENP-B) nmenu
mMecTo y 13 nauymneHToB (29,5%). Y 3 naumeHToB 06Ha-
PY>XEHO Mo 2 Knacca crneunduyHbIX aHTUTeN: y ABOUX
KoMbunHaumsa aHTu-CENP-B 1 aHtn-Scl70 1y ogHoro —
aHTN-CENP-B 1 aHTn-PmScl. Ymcno nuu ¢ gudbdysHom
N NMUMUTUMPOBaHHOW popMamMu 3aboneBaHus 6bino
6nuskmm (19 1 23 cooTBETCTBEHHO). Y 2 60MnbHbIX Obina
aunarHoctupoBaHa CC[, 6e3 nopaKeHust KOXW.

Haunbonee yacTbIMy KNMHUYECKUMM NPOSIBIIEHNSIMU
CC[ 6binun peHomeH PeiHo (y 43 nauneHToB — 97,7%),
s13Bbl Ha nanbuax kucten (20,5%), oabiwka (84,4%),
HapyLUEHUS rMOoTaHns U NPOXOXKAEHUS MULLK NO NuLLe-
Bogy — ancdparmsa (50,0%), 6onum B cyctaBax — apTparn-
rm (45,5%), 6onu 1 npynyxaHne cycTaBoB — apTpUThI
(25,0%) (mabn. 2).

CambIMK YacTbIMU M3MEHEHUSAMMU, BbISIBIIEHHBIMMA
npwv kanunnspockonuu, obinmn merakanunnsapsl (70,5%).
Pexe BbisBnsanuck remopparuu (50%) n aBackynspHble
yyacTkm (18,2%). JoMUHUPYOLWMM peHTreHonormnye-
CK/M MaTTEePHOM, onpedeneHHbIM no gaHHbiIM BPKT,
Obin hMbpoTNYECKMIn TUN HecneLndruyeckon nHTep-
ctmumansHor nHeBmoHun — HCUIM (43,2%). KneTouHbin
Tvn HCUI 1 06bl4Hasn HTepcTuLmMansHas MHEBMOHUSA
(OWMM) BoisiBneHsl B 13,6% u 11,4% cny4aes cooT-
BETCTBEHHO.

OPUTMHAJIbHBIE UCCAEAOBAHNA




Tabnuua 1
O6Lwasn xapakTepucTuka HabnogaemMomn KoropTbl

Table 1
General characteristics of the cohort under examination
Mokasatenb Yucno HabnogeHuin MpoueHT
Mon (eHwWwwHb!,n%) 43 97,7%
Kypsue 3 6,8%
[e6oTHBI CUMNTOM, OTIMYatOLLMIACS ApTpanrum 2 4,5%
oT peHomeHa PenHo ApTpuT 8 18,2%
Oucdarnsa 3 6,8%
mnn 3 6,8%
Kawenb 5 11,4%
Oppbllwka 8 18,2%
OTék kncten 3 6,8%
Cknepogepma 7 15,9%
Opyrue* 5 11,4%
KnuHnyeckne nposisnexHus CCL deHomeH PeiHo 43 97, 7%
npwu BKNOYEHUN B UccnenosaHme #A3Bbl Ha NanbUax KNCTeN 9 20,5%
Oppblwka 37 84,1%
ApTpanrus 20 45,5%
Aptput 11 25,0%
Oucdarns 22 50,0%
nan 31 71,5%
BbisiBneHHble 6one3Hb-cneumdmnyHble AHTN —Scl70 16 36,4%
aHtutena AHTU-CENP-B 13 29,5%
AHTU-PmScl 3 6,8%
[Ba knacca** 3 6,8%
He BbisiBNeHO 9 20,5%
dopma HOnddysHasn 19 43,2%
JIumutnpoBaHHas 23 52,3%
Bes koxHOro BoBneveHus 2 4,5%
PeHTreHonornyeckuii BapnaHt N3/ pHCUIM 19 43,2%
KHCUIM 6 13,6%
oun 5 11,4%

AHTK-Scl70 — aHTUTENa K Tonomsomepase |, aHTn-CENP-B — aHTuueHTpomepHble aHTutena, UMJ — nHtepctuumansHoe nopaxeHue
nérkux, N3I — nitepctnumansHoe 3abonesarue nérkunx, pHCUIM — donbpoTrdeckuii Tun Hecrneumruyeckon MHTEPCTULIMANbHON NHEB-
MOoHUK, KHCUTT — KNeTouHbIN TMN Hecneunduyeckon nHTepcTuumansHo nHeBMoHUM, OUIM — obblvHas HTepcTULmMarnbHas MHEBMOHMS.

* — no 1 nauneHTy ¢ 33odarnanbHbiM pedritokCoM, MBPO3OM MeYeHu, CyXMM CUHOPOMOM, NMOSIBIEHNEM TENMaHrMOIKTa3nMn U
rmneptepMuen

**— NauuneHTbl C BYMS BbISIBITIEHHbIMY KllaccaMu aHTUTenN: 2 nauueHTa ¢ aHtutenamm aHtu-CENP-B + aHTn-Scl70 u 1 naumeHT ¢
aHTuTenamun aHTn-Scl70 n aHtn PmScl

Pesynbmamei HabnooeHusl.
CpeaHsasa anutenbHoCcTb HabnogeHusa coctasuna 1,37 0,666 ner.

Tabnwunuya 2
[MHamMurKa OCHOBHbIX NOKa3aTeriel NporpeccupoBaHus.
Table 2
Changes in key progression factors
Mokaszatenb M3HavanbHbIN NokasaTenb [nHamuka nokasartens CraHpapTHOE OTKIOHEHne

O6BLEM nopaxeHns Nerkux, % 20,3+16,3 +2,38 +6,92
OXKEN, mn 85,3+23,4 +3,61 +15,0
O®B1, Mn 86,2+21,2 -0,78 128,3
DLCO, % 57,46+16,6 +10,8 +26,7
SpO2 96,8+2,13 -2,91 +3,88
PaccTosnne TLUX 360+118 +23,5 91,5
SpO2 nocne TecTa, % 94,9+4 59 -0,16 13,88
Oppblwka no bopry, 6annbl + -0,15 +2.14

PXKEJT — cbopcupoBaHHas n3HeHHas émkocTb nérkmx, OPB1 — 06vém chopcmposaHHoro Beigoxa 3a 1 cekyHay, TLWX — tecT ¢
6-MyHYyTHOM Xoabbon, SpO2 — caTypauus

OPUTMHAJIbHBIE UCCNEAOBAHNA BECTHWUK COBPEMEHHOW KJIWHWYECKON MEAVULNHbI 2024  Tom 17, Bbin. 2



lNpoeHO3uposaHuUe npozpeccuposaHusi Hapacma-
HUs1 obbema rnopa)xeHus 1eeKuXx.

Hanuune nporpeccuposarHus U3J1 cuntanockh
OOCTOBEPHbIM MPpY HapacTaHuM 06bEma MopakeHus
NEroyHon napeHxmmbl No gaHHbiM BPKT Gonee yem
Ha 10%. B Habnogaemon rpynne OOCTOBEPHOE Mpo-
rpeccmpoBaHue 6bIf10 KOHCTAaTUPOBAHO Y 4 NALMEHTOB.
BbisiBneHbl 3Ha4MMble CBA3U npupocTa obbema mno-
paKeHusi Nerknx ¢ BO3pacTtoM (C NporpeccMpoBaHnem
accoummpoBarcsa 6onee monogon Bospact, p=0,03),
TshKecTblo heHomeHa PeinHo (bonee Tskénble BapuaH-
Tbl 2CCOLMMPOBANMCH C BOMbLUMM NMPUPOCTOM OOBbEMA
nopaxeHus, p=0,032), anutenbHOCTbL0 3aboneBaHuns
OT MOMeHTa pa3BuTus peHomeHa PenHo (¢ nporpeccu-
poOBaHMEM accoLmmpoBanacbk MeHbLUAs ANTMTENbHOCTb
3abonesaHus p=0,038) 1 paccTosiHNeM, NPOMAEHHbLIM
B MCXOOHOM TecTe C 6-MVWHYTHOM Xoabbon (MeHbLuee
paccTosiHMe acCoLMMpPOBanoch ¢ 60OMbLUNM MPUPOCTOM
obbéma nopaxenus, p=0,05).

lMpoeHo3upoBaHUe COKpaweHuUs paccmosiHUS,
rpolideHHO20 8 mecme WwecmuMUHymMHOU X00bObI.

Beuay Toro, 4To paccrtosiHue, npoxoaumoe B TLLUX,
oKasanocb fyydwmMm YHKLUMOHANbHbIM KOPPEnAaToM
o6beMa nopakeHus Nero4Hon TkaHu y nauneHTs ¢ CCL
n N3J1, oMHamuka BblLeyKazaHHOro nokasarens obina
BblOpaHa Ons NporHo3vpoBaHMs NPOrpeccupoBaHmUs
n3n.

Monck ogHOMaKTOPHLIX CBA3EN ANHAMMKN PacCTo-
AHnA B TLUX BbISABUIT, YTO C HUM 3HAYMMO KOppenupy-
IOTHachbILLeHMe KpoBU kucnopogom B nokoe (p=0,003),
BbIpa)XeHHOCTb oAblwkM no wkane bopra (p=0,006), a
Takke nsHavanbHasa guctadumsa TLX (p<0,001). Takxke
C HUM CBsI3a@Hbl HanU4Me aHTUTen K Tononsomepase |
(p=0,034), ogbiwkn (p=0,043) n Hanuune gucdarumn
(p=0,034).

MyTem 06paTHOro NoLIaroBOro 0Toopa nepemMeHHbIX
B pamkax 000O6LLEHHON NMUHENHOW MOoAenun, NepBo-
HayanbHO BKIMOYaBLUEN BCe BbllEeNpUBEeOEHHbIE MO-
Kasartenu, 6bina nonyyeHa Mogenb, BkNovaBwas 3
3HaYMMbIX B3aUMOHE3aBNCUMbIX NpeaukTopa (mabr. 3).

B coOTBETCTBMM C NOCTPOEHHOW MOAENbLI0 HAaNn4me
ancgarmm B cpegHem accoummpyeTcs CO CHUKEHU-
€M MPOXOAMMOro pPacCTosiHUS B TecTe C 6-MUHYTHOM
xopbbon 51 meTtp (95% OWN: -82,5 —-19,5%). Mpu aTom
Hanbonee TECHYO CBSA3b AEMOHCTPMPOBANu Hanuimue
aHTUTen K Tononsomepase | n ncxogHoe pacctosiHie
B TWX (p <0,001). Tak, npy Hannuum aHTuTen k Scl70
NpPOXoanMOE paccTosIHME cokpallanock Ha 60,2 meTpa
(95% OW: -92,2 — -28,2%). BennuunHa cokpalieHus
NPONAEHHOIO paccTosiHUS Bblna Tem 3Ha4YUTENbHEE,
Yem BonbLue 6bino ncxogHoe pacctosHue. OHa Bo3pac-

Tana B cpeaHeM Ha 0,32 M Ha KaXKabli METP UCXOAHOro
nokasarerns.

C uenbko NpakTUYecKoro NpMMEHEHUA MpeacTas-
neHHas Mmogenb MoXeT bbiTb oToOpaXeHa perpeccu-
OHHOW (POPMYION:

ASTUJX,nporHoalzlpyEMoe‘ M= STUJX* 0’32 +51 * ﬂVICdDaFVIﬂ +
60 * anTtn- Scl70 - 77, roe
AS — NPOrHO3upyemoe yMeHbLUeHne

TLX,nporHosvpyemoe

NPOXoAMMOro pacctosHusa B TLUX

S, x — paccTosHue, NpoaeHHoe B Tecte C 6-mu-
HYTHOW Xoabbon

Ouncdarma — npuHumaeT 3HaveHne 1 B cnyyae Ha-
nMymnsa y naumeHTa xanob Ha HapyLleHWs roTaHns n
pedontokc 1 0 B ocTanbHbIX.

aHTK-Scl70 — npuHMMaeT 3HaveHue 1 B cny4vae Ha-
nnymnsa y naumeHTa yCTaHOBIEHHOIrO HanNnynsa aHTuTen
K Tonomnsomepase | n 0 B octanbHbIX.

O6cyxaeHue.

[MporHo3npoBaHne NporpeccupoBaHnst UHTEPCTU-
unanbHoro 3aboneBaHuns NErkMx SIBMSETCS BaXKHbIM
3MeMeHTOM BedeHUs NauMeHTOB C CUCTEMHOW CKe-
pogepmMuen. TekyLme KnMHn4Yeckme pekoMmeHgaumm no
BEOEHMIO MaLUMEHTOB C CUCTEMHOWN CKnepoaepMuen mn
BbIsiBNeHHbIM N3J1 ncxoasaT ns HeobxognumMocTn NpeaoT-
BpaLlleHUsi NPOrpeccUpoBaHnst NOpPaKeHUs NErkux.
OTKpbITEIM OCTaE€TCsi BONPOC NPOrHO3MPOBaHUSA Npo-
rpeccupoBanusa V3JT Ha paHHKX cTagusax 3abonesaHuns
C LIeNnbio BbISIBNIEHUSI KOFOPT NaLMEHTOB ¢ HEOBXoaANMO-
CTbIO ero NpegoTBpaLleHuns.

Mpn 9TOM KONMYECTBO UCCeg0BaHUN, aHanU3npo-
BaBLUMX [ONI0 NauneHToB ¢ nporpeccupytowmnm N3J
N BbISBNSABLUMX NaTTepHbl nporpeccupytowiero U3J
Yy pasHbIX KOropT nauMeHToB, orpaHmyeHo. OObEM
BbIOOPKM NaUMEHTOB B 3TUX UCCMNEAOBAHUSAX Takxke
HEeBEmNuK, YTO orpaHuYMBaeT OOCTOBEPHOCTb OLEHKMU.
[ononHuTenbHbIM hakTOpOM, BANSIIOLLMM Ha LLEHHOCTb
NPoBeaEHHbIX MCCneaoBaHun, siBNAeTcs HebornbLuas
NPOAOIMKUTENBHOCTL HAaBMAEHUIA — MAaKCUMyM [0
24 mecsaueB. OgHO M3 nccrnegoBaHUI Nokasano npo-
FHOCTUYECKYH0 3Ha4YMMOCTb CHKeHus ®XXEJT n DLCO
Ha KoropTe 162 nauueHToB, U3y4YaBLUENCS B TeYeHUe
2x net [4]. Apyrue oueHnBanu BNmsiHAe NaTTepHOB Mpo-
rpeccrpoBaHNs B OTHOLLUEHUM COBCTBEHHO CHUXKEHUS
DXKEJ1, akcTpanonupys pesynsraTtbl Ha NporpeccMpoBa-
Hue N3J1. Mpwn aTom Bbiny NonyYeHbl AaHHbIE Kak O Ha-
nnyYnm CBA3N psiga nokasartener (Monoaomr Bospact, Ha-
nn4yme NEroYHon rmnepTeH3nm, oablLLKN) C AMHAMUKOWN
OXXEJ [5], Tak 1 06 oTCyTCTBUM Takom cBa3u [6]. AHanm3
Hanbonee obwunpHoro pernctpa EUSTAR (219 n3 811
nauueHToB ¢ nporpeccuposaHnem U3J1(27%)) nokasan
oTpuLaTeNbHOE BUSHWE Ha NPOrpeccMpoBaHme NErkmMx

Tabnwuua 3

3HauMMble B3aMMOHEe3aBUCUMbIe NPeAUKTOPbI BENTUYNHbI CHUXKEHUSI NPOXOAUMOrO PacCTOSHUA
B TeCTe WEeCTUMUHYTHOW XOALObI

Table 3

Significant independent predictors of decreasing in the six-minute walk test walking distance

MapameTtp 3HaummocTb (p) B (95% noBepuTenbHbIN MHTEPBAn)
Hanuuune gncarum 0,002 -51,0 (95% AW: -82,5 — -19,5%)
Hanwuve antuten k Scl70 <0,001 -60,2 (95% AW: -92,2 — -28,2%)
McxopHoe pacctosiiue B TLUX <0,001 0,318 (95% OWN: 0,172 — -0,463%)

AHTUTEna Kk Scl-70 — aHTUTEeNna Kk Tononsomepase |
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MY>XCKOro nosa, pacnpoCTpaHEeHHOCTW KOXHOro nopa-
XeHus, onpegeneHHoro no nHaekcy mRSS (modified
Rodnan skin score) n Hannuus cumnToMoB ancdarnm
unn pednokca. [7]

B n3yyaemon Hamu KoropTe naumeHToB He Oblno
obHapyxeHo gocTtoBepHon ceasu OXXEJ, DLCO,
CONA, oucdarmm 1 Bo3pacta nauneHToB C nNporpec-
CUPOBaHUEM WHTEpPCTULMANbHOro 3abonesaHus nér-
kunx. B 10 >xe Bpems Gbina ycTaHOBNeHa AOCTOBEpPHas
CBSI3b MPOrpeccMpoBaHmns 06bEMa NopaxKeHUs NErknx
C ONMTEeNbHOCTbIO 3aboneBaHnsa oT heHoMeHa PeinHo
1N C UCXOOHbIM MPONAEHHBIM PacCTOsSiHMEM B TecTe C
6-MUHYTHOW xoabbe.

MokasaTenu Tecta ¢ 6-MUHYTHOM xoabbow ABNs-
FOTCS1 XOPOLLO BOCNPON3BOAUMbBIMI KONMYECTBEHHbLIMU
nokasatensmu (OYHKLUMOHaNbHOIO COCTOSIHUA nauu-
€HTa, CUNIbHO KOPPENMPYHOLLMMUN C KAYECTBOM KU3HU
1N 0ObEMOM MOpaXKeHUs NEro4YHOM TKaHW, YTO Aenaet
MNX CaMOCTOATENbHOM BaXXHOW LIENbIo A4S noucka npe-
AukTopos [8].

Takum o6pa3om, Hamu Gbinn oToBpaHbl MapKepbI,
Ha KOTOpble MOXHO ONMpPaTbCH B pamMmKax NpPOrHO3npo-
BaHMWSA CHKEHUSA NPOXOAMMOrO paccTosHMA B TeCTe C
6-MUHYTHOI Xx0abbOoMI. N3 HMX Mbl 0TOGpanu Hanbonee
[OOCTOBEpPHbIE: Hanuume gucdarim, aHTuTen K Tononso-
mepa3e | n 6a3oBoe paccTosiHMe B TECTE C B-MUHYTHOM
xoabbon.

OaHMM 13 NOAXOAOB K AOMHCTPYMEHTanbHOMY
NPOrHO3MpoBaHMi0 0ObEMA NMopakeHUst MOXeT ObITb
dopmMupoBaHme matemMaTU4eckux mogenen. Tak,
CKPUMHUWHIOBbLIM METOAOM MPOrHO3MpOBaHWUSA Mporpec-
CUPOBaHWSA MHTEPCTULMANBHOIO 3ab0MneBaHns NErknx
npu CUCTEMHOWM CKIEpOLEPMUN, OCYLLECTBUMOrO Ha
oyepenHOM BM3UTE K Bpayy, MOXeT cTaTb NOACHET
MHOEeKca, OCHOBAHHOIO Ha MnokasaTensax Tecta C Lle-
CTUMWUHYTHOM X0ab00M, )anobax 1 UMMYHONOrMYECKOM
XapaKkTepucTuKe nauneHTa, Nnpons3seaeHHON Npu nep-
BWUYHOM BU3MNTE.

CdopmMupoBaHHble NPOrHOCTUYECKME MOLENMU
MOFyT OKasaTbCs Mofne3HbiMu Ana (opMUpPOBaHUS
TaKTUKN BEAEHMSA KOHKPETHbIX NnauneHToB. bnarogaps
MM MOXHO OyaeT cdhopmMupoBaThb rpynnbl pyUcka npo-
rpeccupoBaHusi 3abonesaHusi, Tpebylowme paHHero
HasHaveHus Tepanuu, npegoTepaLlatoLLen ero. Takke
cchopMmpoBaHHbIe rpynmnbl pucka MoryT NomModb B pac-
npegeneHny nauneHToB Ha nuu, Tpebytowme Gonee n
MeHee TLaTenbHOro HabnageHns B JUHaAMUKE.

OKCcTpanonsauusa noslyYeHHbIX Hamu AaHHbIX Ha
BCto nonynauuto nauneHTos ¢ CCL TpebyeT 6onbLuoin
OCTOPOXHOCTU. Tak, B Habniogaemon Hamu rpynne
naumeHToB ObINO Mano Nnuy C paHHeEN CUCTEMHON
CKrepoaepmMmnert, a Takke OOMbHBLIX C TSHKEMbIMU UH-
Banuausnpywmmmn dopmamm 3abonesanHuns. Kpome
TOrO, OrpaHNYeHNeM UCCIeA0BaHUA SBMNSETCA KOPOTKNI
CpOK HabntogeHusi, orpaHUYEHHbIA OBYMS BUSUTAMM.
Kpome TOro, n3 Bcex naLmMeHToB TOSNbKO YETBEPO NMENU
nporpeccupoBaHune N3J1 6onee yem Ha 10 npoLeHTOB
nopaxkeHmsl, YTo AOMNOMHUTENBHO OrpaHMyYnBano BO3-
MOXHOCTW BbISIBITIEHUS NPEaNKTOPOB.

BbiBoAbI.

PeHTreHonornyeckoe nporpeccrMpoBaHue UHTep-
CTMUManbHOro 3aboneBaHus Nerkux y naumeHToB ¢ Cu-

OPUTMHAJIbHBIE UCCNEAOBAHNA

CTEMHOW cKnepogepMmen accoummpyeTcsa ¢ MOnoabIM
BO3PaCTOM MaLMEHTOB M BbIPAXXEHHOCTbIO CUHAPOMA
PeiiHo. [Ns NpOrHO3MpOBaHUA CHWKEHUA dYHKLMO-
HamnbHbIX BO3MOXXHOCTEW NaLMEHTOB C CUCTEMHOW CKrle-
poaepmuelr LenecoobpaseH y4eT Hanmumsa gucdarum
1 aHTUTEeN K Tonomsomepase | (aHtn-Scl-70).

Mpo3spayHocmb uccnedoeaHusi. ViccriedogaHue
He uMesio crioHCopcKol nodoep)kku. Aemopbl Hecym
ronHyt0 omeemcmeeHHOCMb 3a rpedocmasneHue
OKOHYameribHOU 8epcuU PYKOMUCU 8 neyame.

Heknapayusi o puHaHcoebIx U Apyaux e3aumo-
omHoweHusix. Bce asmopbi npuHumanu yyacmue 8
paspabomke KoHUuenuyuu u ousaliHa uccredosaHus u
8 HanucaHuu pykornucu. OKOHYamesibHasi 8epcusi py-
Kornucu 6bina o0obpeHa scemu asmopamu. Aemopbi
He rostyyanu eoHopap 3a uccredosaHue.
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