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BO3MOMKHOCMU NPOrHO3UPOBAHUA UHMEpPCMUUUANbHOrO
3aboneBaHua nerkux y 6onbHbLIX cucmemHoill cKnepoaepmMmued:
pe3ynbmambl HabnwaamenbHoOro uccnepoBaHug

Xopoubckuii J1.B.!, Kimvenko A.A.!, Ilepumna E.C.%3, badagaesa H.M.!2,
Konapamos A.A.!, IIloctak H.A.!, Muxeesa E.I1.!, 2Kunses E.B.143

IDIAOY BO «Poccuiickuii HauuoHanvHulil ucciedosamensvckuil meouyunckuil ynueepcumem um. H. 1. Ilupoeosa»
Mun3zdpasa Poccuu, Mockea; °I'bY3 «Topodckas kaunuueckas 6orvruya Ne 1 um. H. H. ITupozosa lenapma-
Menma 30pasooxparerus 20pooa Mockewr>, Mockea,; *PTAOY BO «[lepeswiit Mockosckuii cocydapcmeentbiil
meduyunckuil ynusepcumem um. U. M. Ceuenosa» Munzopaea Poccuu (Ceuenosckuii Ynusepcumem), Mockea;
“AO «Esponeiickuii meduyunckuil yeump», Mockea; *®I'BOY JI10 «Poccuiickas meduyunckas akademus
HenpepbleHo20 NpogeccuoHarbHo2o oopazoseanus» Munzdpasa Poccuu, Mockea
!Poccus, 117997, Mockea, ya. Ocmposumanosa, 1;°Poccus, 119049, Mockea, Jlenunckuii npocnexkm, 8;
JPoccus, 119991, Mockea, ya. Tpybeuxas, 8, cmp. 2; “Poccus, 129090, Mockea, ya. Hlenkuna, 35;
>Poccus, 125993, Mockea, ya. bappukaonas, 2/1

Y nayuenmoe c cucmemnoii cknepodepmueii (CC/l) unmepcmuyuanstoe 3abonesanue eekux (M3J1) saeasemest hakmopom cHudiceHus: )yHKUUOHANbHOLL
CcnocooHoCmuU, 8NA0Mb 00 UHBAAUOU3AUUU, d MAKICe OCHOBHOU npuyuHoll cmepmu. Tlosmomy o0na u3 eajcHeiwux 3aday npu edeHuu 0aHHOL
epynnbl 60AbHBIX — He MOAbKO BbliGAeHUe NOPANCeHUs: ObIXAMEAbHOL CUCMeMbL, HO U NPOCHO3UPOBAHUE 8EPOSMHOCIU €20 PA3GUMUSL.

Ileab uccaedosanus — uzyuenue 603modicHocmu npoeHo3uposarus pazeumus U3J1 u pacnpocmparnenrnoeo U3J1 'y nayuenmos ¢ CC/L.
Mamepuaa u memoowt. B uccaedosanue exarouero 79 boavhoix CCI (cpednuii eospacm — 64,4x11,5 coda; 94,9% — scenuunnt) uz Pecucmpa
muozumos, CCIl u cmewannoeo 3abonesanus coedunumensroii mxanu (PEMHCCuC), komopuim 0biaa npogedena KomnvromepHas momoepagus
sneekux 8vicokoeo paspeuenus (KTBP). /lna npoenozuposanus pazeumus pacnpocmpanerntozo H3JI ocywecmensinoce nocmpoeHue Kaaccu-
Gukayuonnvix depesves (KI) c nomougvro aneopumma CHAID (ucuepnovisarowuil). Y écex nayuenmos npogedeHo mecmuposanue Ha GHmumend
x Scl70 (aumu-Scl70), CENP-B (aumu-CENP-B), PmScl (aumu-PmScl).

Pezyavmamot u o6cyxcoenue. Ilpusnaxu U3J1 no dannvim KTBP evisignenst y 53 nauyuenmos. Haubonee uacmo obHapysicuganucey gubpomuueckuil
(34,2%) u kaemounsiit (15,2%) munsi Hecneyuduueckoil UHMepCMULUAIbHOL NHEGMOHUU, pedice — 00biuHas unmepemuyuanshas nneemonus (11,4%).
Hanuuue U3JT u pacnpocmpanenrnoeco U3J1 (soeneuenue bonee 20% napenxumol 1€2kux,) 3HAUUMO ACCOUUUPOBANOCY C BbIABACHUEM NHOObIX
aymoanmumen, Kpome AHMUUEHMPOMEPHBIX, NOBbIUEHUEM CUCMOAUMECK020 OA8AeHUs 8 Ne2OYHOL apmepuU, CHUNCeHUeM (opcuposanHoi
JCUBHEHHOU eMKOCIMU Ne2KUX, OUGPY3UOHHOL CHOCOOHOCMU A€2KUX, HACbIUWEHUs KPO8U KUCA0POOOM 8 NOKOe U 6cex nokasameneii mecma 6-
munymuoil xo0v0ut (TIIX), a maxace ¢ wcarobamu Ha ooviuky. Kpome moeo, Haauuue pacnpocmpanennozo M3J1, makce 3nauumo 6vi10
cesa3ano ¢ oughghysnoii ghopmoii CCI u ¢ CCJI be3 koxucHbix nposiéaeHui.

IIpu nocmpoenuu KJ[ ycmanosaeno, umo pasgumue pacnpocmpanento2o M3J1 maroseposmuo y auy, cnocobHvix npotimu 6onee 440 m ¢ TIIX
u He umerouwjux Hu anmu-Scl70, nu anmu-PmScl.

Ob6HapyiceHbl MAKice 3HAUUMble CE53U Mecdy peHmeeHonoeueckum nammeprom M3J1 u munamu evis61eHHbIX 001€3Hb-CHeyUpUUecKUX aHmumen.
3akarouenue. Jlannvie TIIX 6 couemanuu c pezynsmamamu uccredosanus Ha cneyugpuueckue oas CCJH aymoanmumena nosgonsrom c
BbICOKOIL MOYHOCMbIO NPOCHO3UPOBAMb HAAUYUe U pachpocmpanenHocms U3J1. Dmu noxazamenu yeaecoodbpasHo KAHMUMb 8 AN20PUMM 00-
caedosarus u Haoaooenus nayuenmos ¢ CC/I.

Karoueevie caosa: cucmemnas ckaepooepmus; UHMEPCMULUAAbHOE 3a001e8aHUe Ne2KUX; Mecm ¢ 6-MUHYMHOU X00b00I,; aymoanmumend; 00-
HOMOMEHmMHOe Haba0amensHoe Uccaedo8anue; KOMNbIOMEPHAs MOMOSPAPUsL Ne2KUX 8bICOKO20 PA3DEUEHUS.

Konmaxmoi: JImumpuii Bauecaasosuu Xopoavckuii; pchelkins86@yandex.ru
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In patients with systemic sclerosis (SSc), interstitial lung disease (ILD) is a factor in the decline of functional capacity up to disability and is also
the leading cause of death. Therefore, one of the most important tasks in the treatment of this group of patients is not only to detect involvement
of respiratory system, but also to predict the likelihood of its development.

Objective: to study the possibility of predicting the development of [LD and advanced ILD in patients with SSc.

Material and methods. The study included 79 patients with SSc (mean age 64.4%=11.5 years; 94.9% women) from the Registry of myositis, SSc
and Mixed Connective Tissue Diseases (PEMHUCCuC) who underwent high-resolution computed tomography (HRCT) of the lungs. Classification
trees (CTr) were constructed to predict the development of widespread ILD using the CHAID algorithm (exhaustive). All patients were tested for
antibodies against Scl-70 (anti-Scl-70), CENP-B (anti-CENP-B), and PmScl (anti- PmScl).

Results and discussion. ILD signs according to HRCT were detected in 53 patients. Fibrotic (34.2%) and cellular (15.2%) types of nonspecific
interstitial pneumonia were the most common, and common interstitial pneumonia was less frequent (11.4%). The presence of ILD and advanced
ILD (involvement of more than 20% of the lung parenchyma) were significantly associated with the detection of any autoantibodies, except anti-
centromere antibodies, an increase in pulmonary artery systolic pressure, a decrease in forced vital capacity, diffusing capacity of the lungs, blood
oxygen saturation at rest, and all parameters of six-minute walk test (6MW'T), and complaints of shortness of breath. In addition, the presence of
extensive LD was also significantly associated with diffuse SSc and with SSc without skin manifestations.

In establishing the CTr, it was found that the development of widespread ILD was unlikely in individuals who were able to walk more than
440 m in 6MWT and had neither anti-Scl-70 nor anti- PmScl.

Significant associations were also found between the radiological pattern of ILD and the types of disease-specific antibodies.

Conclusion. The 6MWT data in conjunction with the results of testing for SSc-specific autoantibodies provide a very accurate prediction of the
presence and extent of ILD. It is advisable to include these indicators in the algorithm for screening and monitoring patients with SSc.

Keywords: systemic sclerosis; interstitial lung disease; six-minute walk test; autoantibodies; cross-sectional observational study; high-resolution
computed tomography of the lungs
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TepMUH «MHTEpCTULIMATBHOE 3a00eBaHue erkux» (13J1)
WCTIONB3YETCs TSl 0003HAUEHHSI TeTEPOTeHHO IPYIITTbI O0JIE3HEl,
MPOTEKAIOLIMX C TTOpaxkeHUEeM MapeHXUMBbI JIETKUX [ 1], B ocHOBe
KOTODBIX JIEXKUT BocmajieHue u/uiu (pubdpos jierkoro. XoTs
MHOTHE W3 3TUX HapYIICHUM SIBJISTIOTCS MAMOMATUISCKUMU,
HEKOTOpbIe M3 HUX MOTYT Pa3BUBATHCS B PaMKaX CUCTEMHBIX
3a00JIeBaHUIT COCAMHUTEILHOM TKaHU, BKJIIOYAas CUCTEMHYIO
ckneponepmuto (CCJ). U3JT — gactoe mposiBnenue CCJI, ko-
TOopoe perucTpupyercs B 32—65% cinydaes [2, 3]. MenuumrHcKast
U coliMaibHast 3HauuMocTb U 3J1 onpenensieTcss MHBAIMAU3ALMEH
M yXyIIIeHWEeM KauyecTBa XXU3HU OOJbHBIX BCJIeNCTBUE (POpMU-
pOBaHUSI IbIXaTeIbHOM HegocTaTOYHOCTH. CyIlleCTBEHHOE CHU-
JKEeHHUEe TTePeHOCUMOCTH (hM3MIECKOI HArpy3KM 4acTo BEIeT K
notepe TpyaocnocodHoctu [4, 5]. [Tpu CCJI mopaxkeHue JErKnx
SIBJISIETCSI OMTHOM M3 BeAYIIUX TPUYMH CMEPTU OOJIbHBIX. AHAIN3
5850 mauuenToB u3 peructpa EUSTAR noka3zai, yto ¢ 2004 o
2008 r. nerouHbIi HprOPO3 cTan mpuanHOi cMepTr 35% manu-
enrtoB ¢ CCJI [6]

CoBpeMeHHBIC TepaleBTUIYECKNUE IMOAXOIbI MTO3BOJISIIOT 3a-
memtsaTh mporpeccupoBanue M3J1 y maumnentos ¢ CCJl, omHako
JIeyeHue, CIocoOHOe BhI3BATh perpecc (pubdposa v aAbIXaTeabHOM
HEJI0CTaTOYHOCTH, TNMoKa He paspaboTtaHo [7]. [ToaroMy cBoe-
BpeMmeHHas nuarHoctuka M3JI u BoisiBieHue 6obHbIXx CCI €
BBICOKMM PHUCKOM IIPOTPECCUPOBAHUS JIETOYHOTO TTOPaKCHUS
SIBJISIIOTCSI BAXKHEHMIIEH KIIMHUYECKON 3a1a4eid.

Coepemennas peemamonoeus. 2023;17(4):57—63

Lens vccnenoBanust — n3ydyeHre BOZMOXHOCTH MPOTHO3U-
poBanwust pazsutust MU3J1 u pacnpocrpanernHoro M3J1 y matieHToB
c CCL.

Marepuan u metoapl. [IpoaHan3upoBaHbl JaHHbIE MALIUEHTOB
u3 Perucrpa muosuton, CC/ u cmelaHHOro 3a00JieBaHUsT CO-
enuauTenbHOl TKaHW (PEMUCCuC). B peructp BkimoyaioT
OOTBHBIX B BO3pacTe 18 JIeT 1 cTapiiie, MpoKUBaIonnx B Mockse
Y Haxofsuivecs Ha aMOyJIaTOPHOM JIeYeHUU y peBMATOJOra.
B HacrosiieM uccrenoBaHuM aHATM3UPOBATUCH AAHHbBIE MAIIEHTOB
¢ paHee ycTaHOBIeHHBIM AuarHo3oM CCJI, cOOTBETCTBYIOIIMM
kputepusiMm ACR/EULAR (American College of Rheumatology /
European Alliance of Associations for Rheumatology) 2013 . [8],
TIOAMMCABIINX UH(MOOPMUPOBAHHOE COTJIacCHe Ha y4acTHhe B pe-
TUCTpe, KOTOPBIM ObLiIa MPOBeAeHAa KOMITbIOTEpHAsi TOMOTpabust
Jierkux Beicokoro paspeueHusi (KTBP).

VY Bcex MalueHTOB OLIEHUBAINUCH TUCTAHIIUS B TECTe 6-MU-
HyTHO# xonb0bl (TLLIX) c onpeneseHneM crerneHu OAbIIIKYU 1O
Bopry, ypoBHs catyparmu Kposu (SpOz2, %) 10 v Tiociie Harpy3KH;
001IMe TTATOJIOTUYECKNEe CUMIITOMBI TT0 CUCTeMaM UM OpraHaM;
JMaHHbIE aHAMHEe3a; Pe3y/IbTaThl KaMWUISPOCKOTIUU. AHAINU3U-
POBAIUCH TAKXKe Pe3YJIbTaThl GYHKIIMOHATBHBIX JIESTOYHBIX TECTOB,
axokapaunorpacbuu, KTBP, nokaszarenu nuddysrmoHHoit cro-
cooHoctu Jierkux (DLCO), conepxxanue aHtuten K Scl70 (aHTu-
Scl70), CENP-B (antu-CENP-B), PmScl (antu-PmScl). Ba-
puantsl U3J1 nneHTHUIIMPOBAI HA OCHOBAaHUY KJIACCU(DUKALIUT
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ATS/ERS (American Thoracic Society /
European Respiratory Society) 2013 . [9].

Cmamucmuueckas 06pabomka 0aHHbIX.
CBs131 MeXIy KauyeCTBEHHBIMU ITOKa3a-
TEJISIMU UCCIIEIOBAIACH C TIOMOIIBIO KPH-
Tepust 2, LIS OLUEHKHU CBSI3U MEXIY TO-
PSIIKOBBIMUM U KOJTMUECTBEHHBIMU Tiepe-
MEHHBIMU UCIIOJIb30BasICs ONHOMAKTOP-
HbII AMCTIEPCUOHHBIN aHaTU3 (aJIrTOPUTM
ANOVA), cBsI13b MEXIY KOJTMUECTBEHHBIMU
MepeMeHHBIMU aHAJIM3MPOBAJIach C I0-
MOIIIBIO HEeTlapaMeTPUIEeCKOTO MeTomaa
CnmpmeHa. J171st mocTpoeHusT Kiaccuduka-
1oHHoro aepesa (KJ1) ncrosnn3oBascs a-
roput™ CHAID (ucuepribIBaroimii) ¢ Mu-
HUMaJIbHBIM pPa3MepoM IEIMMOrO y3Jia —
20 HaOJIOJEHUI U MUHUMAIbHBIM pa3-
MepoM JodepHero y3i1a — 10 HabmoaeHWA.
CraTtuctiyeckasi 3HaYMMOCTD pa3ieIeHU
B y3/1ax KOPPEKTUPOBAIach ¢ MOMOIIIbIO
nornpaBku boHgeppoHu.

Pesyabrarsl. O6ujas xapakmepucmuka
nonyasyuu. B uvccnenoBaHue BKIIIOYEHO
79 mammenTtoB ¢ CCJI, cpean KOTOPBIX
npeobiagany keHuHbl (n=75, 94,9%).
BospacT 00JIbHBIX COCTaBUJI B CpeIHEM
62,8+11,5 roma, WIMTETBHOCTh 3a00JIe-
BaHus — 10,9+12,9 rona ¢ MoMeHTa BO3-

Taommua 1. O0mas XapakTepucTHKA 00JbHBIX
Table 1. General characteristics of patients

HuKHOBeHUsT heHoMeHa PeitHo (DP) u
8,6218,32 roma c MOMEHTA Pa3BUTHS IPY-
TUX CUHAPOMOB (Tab. 1).

[Ipu MMMyHOJIOTUYECKOM UCCIIE10-
BaHUU HauboJiee YacTO BCTPEUAIUCh aH-
ThTENa K Toronzomepase | (antu-Scl70, n=32, 40,5%). AuTu-
ieHTpoMepHble aHTuTena (aHTU-CENP-B) BbisiBiieHb y 22 na-
IMEeHTOB. Y 8 13 HUX 0OHapyXeHO To Ba Ki1acca 60Ie3Hb-CIIe-
muduyeckux aHturen: y 5 — komouHamusa aHTu-CENP-B n
aHTHU-Scl70 ny 3 — komOuHanus antu-CENP-B u antu-PmScl.
Yucio 60JbHBIX ¢ AMMHY3HOM U TUMUTUPOBAHHOM (hopMamu 3a-
0oseBaHMs1 ObLTO OsIM3KKM (42 1 37 COOTBETCTBEHHO). Y 3 GOJBbHBIX
nuarHoctupoBaHa CCJI 6e3 mopaxxeHust KOXM.

HawnGonee yactbiMu KuHM4IecKuMu TposiBneHussMu CCJI,
obutn: ®P (97,5%), s13BbI Ha nanblax kucteit (31,6%), oabiiika
(78,5%), mucarust (53,2%), aprpanruu (59,5%), aptput (32,4%).

Penmeenonoeuueckas xapaxkmepucmuxa. lNpusnaku M3J1 nmo
nanHeiM KTBP onpenensiiuce y 53 naumentos. Haubonee yacro
oOHapyxuBaynuch pudporrueckuii (n=27, 34,2%) 1 KJII€TOYHBIIA
(n=12, 15,2%) Tunsl HecnelMbUISCKO MHTEPCTULIMATBHON
nHeBMoHuu (HCHUII), pexe — oObIYHAST MHTEPCTULIMATIbHAS
nHesmonust (OUII, n=9, 11,4%). Apyrue dopmbl U3J1 umenuce
B 5 (6,3%) cnyvasix v ObUTH TIPEICTABICHBI TTATTEPHAMU IeCKBa-
MaTMBHOM MHTEPCTUIIMATBHON ITHEBMOHMHM (nN=1), KpUNITOTeHHOI
opraHusywolleil nHeBMoHuel (n=2) u HeauddepeHIupyeMbIM
TUIIOM MHTEPCTUIINATBLHON MTHEBMOHUM (N=2).

IIpoenosuposanue pazeumus HM3J1. Hammaue W3J1 moboit
CTErNeH! BbIPAKEHHOCTH 3HAYMMO aCCOLMUPOBAIOCH ¢ AU hYy3HOM
dopmoii CCJI unu CCJI 6e3 mopaxkeHust KOXU, C MPUCYTCTBUEM
JIIOOBIX AyTOAHTUTEIT, KPOME aHTUIIEHTPOMEPHBIX, TOBBIIIICHUEM
CHUCTOJIMYECKOrO AaBjieHud B jierouyHoii aprepuu (CAJIA), cHu-
JKeHHeM (hOpCUPOBAHHOM XU3HEHHOI eMKocTH JierKux (P2KEJT),
DLCO u Bcex moka3zareneit TLIX (ta6i. 2).

IToka3arenn 3HavyeHne
XKenmunel, n (%) 75 (94,9)
Bospacr, roasl, Mo 62,86x11,5
Kypsiwme, n (%) 6(7,6)
IIponomKkuTeIbHOCTD 3a60eBaHMs ¢ MOMEHTa BO3HUKHOBeHUsT DP, romp, M*+c 10,9£+12,9
TTponoKUTeIbHOCTh 3200JIEBaHUSI C MOMEHTA MOSIBJEHUSI CUMITTOMOB, 8,62+8,32
kpome PP, ronsr, Mtc
Bosesnb-cnienubuieckue anturena, n (%):
aHTH-Scl70 32 (40,5)
antu-CENP-B 14 (17,7)
aHTu-PmScl 4(5,1)
IBa Kjacca’ 8 (10,1)
He BBISIBJICHO 21 (26,6)
®opma CC/, n (%):
nuddysHas 41 (51,9)
JIMMUTUPOBAHHAS 35 (44,3)
0e3 BOBJICYCHUST KOXKU 3(3,8)
Kimmuanueckue nposisaenus, n (%):
dP 77 (97,5)
JNUTUTATIbHBIE SI3BBI 25 (31,6)
OJIBIIIKA 62 (78,5)
apTpaIrun 47 (59,5)
apTpur 28 (32,4)
nucdarust 42 (53,2)
N3J1 o narseiv KTBP, n (%) 53 (67,1)

"V 5 nauuenros BoisiBieHbl aHTU-CENP-B + antu-Scl70 u 'y 3 — antu-CENP-B + antu PmScl.
I —

Tlpu opMupoBaHUY APEBOBUIHOTO AITOPUTMA MPOTHO3M-
posanust pa3zsutust U3J1 y matmenros ¢ CCJI B kauecTBe JIy4Il1ero
TToKa3aTesIsl Is pa3aesicHysi ObUia BRIOpaHa AMCTAHIINS, IIPOMICHHAST
B TLLX (p=0,001). Tak, N3JI 612 0OHapyXeHa y Bcex 24 maru-
€HTOB, TIpeoaoJieBIInX He 6onee 320 M, u uib y 8 (36,4%) us
22 GosbHbIX, Tpomieniux o6omee 460 M. Ipusznaku U3J1 Gbuin
TakXe BhIsSIBIEHBI Y 18 (69,2%) 13 ocTaBiimxcst 26 MallMeHTOB.

Ilpoenozuposanue pazeumus pacnpocmpanernoeo M3J1. Ha-
mune pacrnpoctpaHeHHoro M3JI, ompenensiemoro kak M3JI ¢
BoBJieueHUEeM Gojiee 20% MapeHXMUMBbI JIETKHUX, 3HAYMMO acco-
nuupoBanoch ¢ auddysHoit popmoit CCI u CCJI 6e3 ckiiepo-
JIepMbl, HaJIMYueM ofbIlKu, aHTU-Scl70 u anTu-PmScl, nmoka-
saresivu @2KEJT 1 SpO:2 B oKoe, a TakKe o BCeMU ITapaMeTpaMu
THIX (cm. Tada. 2).

Bruto cpopmupoBano takke K/ 11 mporHo3upoBaHUs Ha-
muus pacipoctpaHeHHoro M3J1 (puc. 1). Ha mepBom ypoBHe
pasnesieHus B KaYeCTBe JTy4IlIero rokasaresisi BBIOpaHO pacCTOSTHUE
npoitaeHHoe B TLIX (p<0,001). M3 31 mauueHTa, MpouIealiero
oonee 440 M, pacnpoctpaHeHHoe M3JI He oOHapyXXeHO HU y
OJTHOTO TMallMeHTa, HO BbIsABICHO y 16 (84,2%) 13 19 GOJbHBIX,
TpoIIeAmrx MeHee 255 M. B moarpymnre 60JbHBIX, TTPEOI0JICBIIINX
ot 255 10 440 M, oKa3a10ch BO3MOXKHBIM JajIbHEMIIIee pa3ne/ieH1e
B 3aBMCUMOCTHU OT TUITOB BbIsIBJIEeHHBIX ayroaHTuTes (p=0,000).
Cpenu 17 mauMeHTOB, HE MMEBIIMX 00JIe3Hb-CIIELM(BUUECKUX
AyTOAHTHUTEJT VI UMEBIIIMX TOJIEKO aHTULIEHTPOMEPHBIEe aHTHUTe A
JINOO aHTUTEA IBYX KJIACCOB, CilyyaeB pacripoctpaHeHHoro M3J1
He ObLI0, HO OHO OOHapyxeHO y 7 (58,3%) u3 12 mauueHTOB,
MMO3UTUBHBIX 110 aHTU-Scl70 unu anTu-PmScl.
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Taommua 2. Ceazs M3J1 ¢ KiMHAYeCKAMH, (DYHKIMOHAIbHBIMH, J1JA00PATOPHBIMHM M HHCTPYMEHTAJIbHBIMH OKA3ATe/IAMI
Table 2. Association of ILD with clinical, functional, laboratory and instrumental parameters

IToka3arenn
ecTb (n=53)

Kenmuner, n (%) 51(96,2)
Kypenwue, n (%) 4(7,5)
®opma CCI, n (%):

muhdysHas 30 (56,6)

JIMMUTUPOBAHHAS 20 (37,7)

0e3 KOXXHOTO MOpakeHUs 3(5,7)
Bospacr, ronsl, Mto 63,2+11,1
JUTMTeIbHOCTD 3a00JI€BAHUSI C MOMEHTA 10,5+13,1
Bo3HUKHOBeHUs DP, ronp, Mto
JInuTeabHOCTD 3a00JIeBaHMSI C MOMEHTA 8,70+8,51
BO3HUKHOBEHUSI CUMIITOMOB, kpome @P, ronsr, MG
Onpiiika, n (%) 46 (86,8)
Aptpur, n (%) 17 (32,1)
Aprpanruu, n (%) 34 (64,2)
Jucdarus, n (%) 29 (54,7)
JlururanbHbIe S3B6I, n (%) 19 (35,8)
Crennduueckue ayroanrurena, n (%):

aHTu-Scl70 25 (47,2)

antu-CENP-B 4(7,5)

aHtu-PmScl 4(7,5)

JIBa KJ1acca 7 (13,2)

HE BbISIBJIEHO 13 (24,5)
CIJIA, MM pT. cT., M*0 36,0£13,5
®XKEJ, % ot nomkHoit, Mtc 85,6+23,3
O®Bi, % ot noxHOrO0, M*0 85,4+21,9
DLCO, % ot nomkHoii, Mtc 51,8+21,8
SpO: B mokoe, %, Mtc 97,0£2,0
Paccrosinue B THIX, M, M*c 364+120
SpO: nocre TIIX, %, Mto 95,06+4,52
TLIX, oxpbiika o bopry, 6amis, M+c 3,32+2,52

N3J1 ] Pacnpocrpanennoe N3J1 ]
HeT (n=26) ectb (n=21) HeT (n=58)
24 (92,3) H/3 19 (90,5) 56 (96,6) H/3
2(7,7) H/3 2(9,5) 4(6,9) H/3
11 (42,3) H/3 14 (66,7) 27 (46,6) 0,026
15 (57,7) 5(23,8) 30 (51,7)
0(0) 2(9,5) 1(1,7)
60,9£10,8 H/3 63,1£10,5 63,2+12,3 H/3
11,7£12,7 H/3 11,3£2,47 13,5+1,81 H/3
8,46£8,06 H/3 10,3£2,24 7,54%0,99 H/3
16 (61,5) 0,018 20 (95,2) 42 (72,4) 0,032
11 (42,3) H/3 7 (33,3) 21 (36,2) H/3
13 (50,0) H/3 15(71,4) 32 (55,2) H/3
13 (50,0) H/3 12 (57,1) 30 (51,7) H/3
6(23,1) H/3 6 (28,6) 19 (32,8) H/3
7 (26,9) 0,003 16 (76,2) 16 (27,6) <0,001
10 (38,5) 1(4,8) 13 (22,4)
0(0) 1(4.8) 3(5.2)
1(3,8) 2(9,5) 6(10,3)
8(30,8) 1(4,8) 20 (34,5)
32,8x14,8 H/3 34,9+11,0 35,0+14,9 H/3
104x17,9 0,002  81,0£23,7 95,6+22,0 0,019
97,9%+18,0 0,023 83,4%£20,9 91,7+21,4 H/3
78,8+20,1 0,027  13,1£3,39 30,1£7,5 H/3
98,0x1,25 0,022  96,6+1,96 97,6+1,74 0,036
461+80,4 <0,001 272£109 439+86,6 <0,001
98,0+1,30 <0,001 92,7+£5,17 97,1+2,82 <0,001
1,50£1,39 <0,001 4,674+2,65 2,02+1,81 <0,001

ITpumeyanue. ODB1 — 06beM HOPCUPOBAHHOTO BbIAOXA 3a | C; H/3 — pa3anyus He 3HAYMMBbI.

IIpoenosuposanue éapuanma M3JI. B HacTosIeM aHanmn3e
OBLTM M3YUYEHBI CBS3U MEXKITY BBISIBICHHBIM PEHTTCHOJIOTUIECKUM
natrepHoM M3J1 U OCHOBHBIMU KJIMHUYECKUMU, UMMYHOJIO-
TMYECKUMU M MHCTPYMEHTAJbHBIMU XapakTepucTukamu. He
00HapYKEHO 3HAYMMBIX CBSI3€ii C MOJIOM, BO3PACTOM, KITMHU-
yeckoit ¢hopmoit u mnurenbHocTblo TeueHus: CCJ, knuHuye-
CKMMU TIPOSIBJICHUSIMU 3a00s1eBaHMsI, KpoMe TsikecT @P. Hau-
OoJiee TSKeIbIe TIPOSIBICHUS (M3bSI3BICHMS, HEKPO3bl) HA0JII0-
JaTyCh TPEUMYILIECTBEHHO y MAllMEHTOB C (pUOPOTUUYECKUM
tunnoMm HCHUII u ¢ unbiMmu Bapuantamu M3JI (kaTteropus
«[pyrue nmarrepusl M3J1» B Tadi. 3).

OtrMmeueHa cBsi3b (p=0,033) mexay Tunom M3JI u Hanuurem
0071e3Hb-CITeIU(PUICCKIX ayTOAHTUTET (MMMYHOTHUIIOM; pHUC. 2).
Y MalueHTOoB ¢ aHTUTEIaMU K Toronsomepase I (antu-Scl70) yarie

Coepemennas peemamonoeus. 2023;17(4):57—63

BeIsBIsLIC (puOporuueckuii tunn HCUIT (n=16, 50%) u pexe —
kierouHblit (n=4, 12,5%). He o6HapyxeHo M3JI Tonbko y 7
(21,9%) natmieHTOB. Y GOJIbHBIX C AHTULIEHTPOMEPHBIMU AHTUTEIAMU
(antu-CENP-B), HanpoTuB, B 00JbIIMHCTBE ciydyaeB (n=10,
71,4%) peHTreHoJIOrnYecKUX nmpusHakoB M3J1 He HabIOMAIOCH.
N3 ocraBiuxcs mauuMeHToB y 2 uMmescsd GUOpOTUYECKUN TUIT
HCMUII, y 1 — xierounsnii tum HCUIM nemey 1 — OUIL. Y 2uz 4
MO3UTUBHBIX 110 aHTU- PmScl marmenTos auarnoctupoBana OUTI.

OOHapyXeHbl TaKXKe 3HaUMMBbIE CBSI3M MEXIY XapaKTepoM
PEHTIEHOJIOTUYECKMX U3MEHEHU I B JIETKUX U pe3yIbTaTaMy Ka-
MUIIPOCKOITUK. Tak, TeMopparuy Mpu KamLIsIPOCKOITNU Y
marueHToB ¢ HCUII naGmonanuck pexxe — B 2 (15,4%) u3 13
cllydaeB, — 4YeM TPU IPYTUX BapuaHTaX PEHTTEHOJIOTUIECKOi
kapTunbl (41-80%), p=0,045
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V3en 0

Kateropust % n

M Her pacnipoctpanennoro M3JI 70,9 56

B Her pacnipocrpanennoro M3J1 M PacnipocrpanenHoe NU3J1 29,1 23
B pacnpocrpanennoe M3J1 Bcero 100,0 79
\ =
Paccrostiue, mpoiineHHOE 3a 6 MMH
p=0,001
| } |
<255 M WK TeCT He TIPOBeACH 255—440 m >440 m
Vzen 1 Vzen 2 V3en 3
Kareropus % n Kareropus % n Kareropus % n
M Hert pacnipoctpanenHoro U3J1 15,8 3 m Her pacnipoctpanentnoro MU3J1 75,9 22 M Her pacnipocrpanennoro U3J1  100,0 31
W Pacripoctpanennoe M3J1 84,2 16 W Pacnipoctpanennoe M3J1 24,1 7 M PacnipocrpanenHoe M3J1 0,0 0
Bcero 24,1 19 Bcero 36,7 29 Bcero 39,2 31
=
BoisiBieHHbIe crieiubuyecKie ayToaHTUTe a
p=0,006
| \
Ectb anTu-CENP-B uiu He BBISIBJICHBI AnTu-Scl70 unm antu-PmScl
V3en 4 V3en 5
Kareropust % n Kareropus % n
m Hert pacnipoctpanennoro M3J1  100,0 17| (M Her pacnpoctpanenroro M3J1 41,7 6

W PacnipoctpanenHoe M3J1 00 O

W Pacnipoctpanennoe M3J1

583 7

Bcero 21,5 17

‘ Bcero

15,2 12

Puc. 1. Ancopumm npoenozuposanus pazeumus pacnpocmpanennozo U3J1y nayuenmos ¢ CC/l. Cepoii 3aau8koii gvidenerst npeobaadaioujue
nodepynnut
Fig. 1. Algorithm for predicting the development of advanced ILD in patients with SSc. Dominant subgroups are highlighted by gray shading

Oo6cyxnenue. PaHHsST TMarHOCTMKA M MPOTHO3WMPOBaHUE
nporpeccupoBanusi M3J1 y nmaimenros ¢ CCJ sBISIOTCS BaxX-
HeWIINMM TIPENNOChIIKAMY COXPAHEeHUST KayecTBa M TPOIOJ-
JKUTEJIbHOCTY XW3HMU, a TAKXKe MPeIyNpeKaeHNs TOTepU TPYIO-

CIIOCOOHOCTH.

Ta6auua 3. XapakrepucTuka pasnanynbix Bapuanto M3J1 y nanmenTos ¢ CCJJ

Table 3. Characteristics of the different variants of ILD in patients with SSc

IToka3arenn

O6bem nopaxeHusi, %
Kano6s! Ha obIIKYy, n (%)
DXKEJL, % ot nomkHOMK
ODB1, % OT TOKHOTO
DLCO, % ot nomxHoit
CIJIA, MM pT. CT.

SpO: B mokoe, %

Pesynsrarsr TIIX:
paccTosiHue, M

cHmkeHne SpO: rmocie Harpys3ku, %

onpiKa o bopry mocie

HCHUII
(budpoTHIecKmit
Tun (n=27)
16,94%13,0
24 (88,9)
84,7+26,0
86,41+24,1
59,8+17,6
35,9+14,4
97,0+1,73
367+123

1,58+2,35

Harpy3Kku, 06asuibl 3,19+2.4

JlaHHbIe MpeacTaBleHbl Kak M*G, eciii He YKa3aHo UHayve.

61

B Hactosiiiem uccinepoBanuu dactota M3J1 mo maHHBIM
KTBP cocrasuia 69%, 4to BecbMa OJIM3KO K paHee IIyOIMKOBaB-
IIUMCST JaHHBIM, TIOJTyYCHHBIM MPU U3YYEHUH KPYITHBIX KOTOPT
(63—65%) [3, 10]. B Hatiem aHasM3e He BBISIBICHO CYLIECTBEHHBIX
pa3Iu4mii 1o 1oLy, BO3pacTy, IJUTEILHOCTU 3a00aeBaHus. Kak

KJIeTOYHBIN THIT
(n=12)

22,3+19,4
10 (83,3)

87,8+19,1
82,4+20,2
42,0+28.8
37,849,09
96,6+2,4

381484,2

2,20+3,05
3,08+1,93

OUII (n=9) Jpyrue
NaTTEePHbI
N3] (n=5)
22,9+17,9 23,0+24,9
7(77,8) 5(100,0)
91,3+24,2 72,7£17,0
92,5+21,1 72,9+12,6
49,1£12,1 57,0£0,0
36,4£12,6 32,0£20,7
97,22+2,17 97,2+2,49
316£140 386144
5,13£5,22 4,00+£4,12
3,67£2,87 4,0014,12

Cospemennas pesmamonoeus. 2023;17(4):57—63
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Scl70 CENP-B PmScl knacca
BrisBieHHbIe crieninduyecKue aHTUTENa

Iarrepn N3JI:

dubpornueckuii Turt HCUIIT

kierounslii Tum HCUIT

npyrue BapuaHtbl M3J1

OJIbIIIIKA OTCYTCTBOBaia. [1pu 3TOM OHa
HabJoanach y OOJIbIIMHCTBA OOJbHBIX
6e3 U3J1 (61,5%). He ynanoch yctaHo-
BUTb CBSI3U MEXKIY HaJTUIMEM JIETOUHOTO
MopaxkeHuss U KJIMHUYECKOU dhopmoii
CC/. Opnpika otmedeHa y 86,7% 60J1b-
Hbix ¢ U3J1 u y 61,5% 6e3 Hero. D10
03HayaeT, YTO HeT OCHOBAaHMUI OTKa3bl-
BaTbCsl OT MTOMCKA JIETOYHOTO MOPaXKeHUs
y MallMeHTOB 6e3 ONBIIIKY U Yy GOJIBHBIX
¢ tumuTUpoBaHHoi ¢popmoit CC/I.

HaubGonee nepcnekKTUBHBIMU TIpe-
nukTopamu pa3sutust M3J1 okazanuch Ha-
JINYKE ayTOAHTUTEN, OTJMYHBIX OT aHTH-
LICHTpOMepHBIX, rokasarenu TLIX, a Tak-
ke SpOa2, GyHKLIMY BHEIIHErO IbIXaHUsI,
B ToM uucie DLCO.

ITpu BEIOODE JICUEHMS JIETOYHOTO TT0-
paxkenus y manueHta ¢ CCJl Gosbioe
3HAYeHUE UMEIOT PaCIPOCTPAHEHHOCTb 1

Puc. 2. Ceazv mexncdy munom U3JI u eapuanmamu aymoanmumen, xapakmephwix oas CC/l
Fig. 2. Relationship between ILD type and autoantibody variants characteristic of SSc

U B IPEIIECTBYIOLIMX UCCIEIOBAHUSIX, HANOOIee YaCTbIMU PEHT-
TeHOJIOTMYECKUMU MaTTepHamMu nopaxkeHust Jerkux obuin HCUIT
u OUII [11]. KiIMHUKO-UMMYHOJIOTUYECKUE ACCOLMALIMU TPU
CC/I mmmpoko o0CyXmaauch B 3apy0eXXHO M OTEYECTBECHHOM
stepatype [12, 13]. OcoGeHHOCTb HAILIETO UCCSIOBAHMS COCTOSIIA
B TOM, UTO TECTUPOBATUCH TOJBKO TPU TUIIA O0e3Hb-Crielnbu-
yeckux ayroaHtutel: aHTu-Scl70, antu-CENP-B u antu-PmScl.
B pesynbrate cnenmduyeckre ayToaHTUTETa He 0OHAPYKEHBI Y
23,4% mnanMeHTOoB. B 1eficTBUTEIBHOCTH CIIEKTDP M3BECTHBIX ayTO-
antuten, xapaktepHbix mist CCJ, 3HauntenpHo mupe. K HUM
otHocaTcs aHTutena K PHK-nonumepase 111, k pubonykieo-
npoteunaMm Ul u U3, a Takxke K simepHbiM aHtureHam Th/To,
NOR90 u Ku. B 11e;10M BbISIBJIEHUE TaHHBIX aHTUTE] CUYMTAETCS
BO3MOXHBIM B 90—95% ciyuaes. | 14] Takum o6pa3om, TIOATpyIINa,
B KOTOPOIf B HACTOSIIIIEM MCCIIEIOBAHNU He OOHAPYXKEHO CITelIn-
dudecknx aHTUTEN, MO-BUANMOMY, TPENCTaBiIeHa TPEeuMYIIe-
CTBEHHO TMalleHTaMU, UMEIOIIMMU ayTOAHTUTENa, TECTUPOBAHNE
Ha KOTOpbI€ HEe MPOBOIUIIOCH.

Ha cerognsiiunumii neHp Hanboee YyBCTBUTENIBHBIN U CIIe-
IUGUIHBIA METOJ TMAarHOCTMKM JIETOYHOTO TOPaXeHMs TP
CCJl — KTBP. [Ipyrue Meroibl, OCHOBAaHHbIE Ha aHAJIN3€ KIIU-
HIYECKUX CUMITTOMOB, JaHHBIX (DyHKITMOHATLHBIX UCCIIEOBAHNH,
BEPOSITHO, UMEIOT CYIIECTBEHHO MEHBIIYI0 TOYHOCTh. Tak, Ha
KPYIMHOI ogHOLeHTpoBoi KoropTe (145 mauumentoB ¢ CCJI)
Obl1a MPOJEMOHCTPUPOBaHA HeAOCTaTOYHAs 9(DHEKTUBHOCTD Te-
CTUPOBaHUS (PYHKIMU BHELIHETO AbIXaHusl 1S BbisiBiieHus M 3J1
[10]. Tlo maHHbIM MacuiTaOHOro aHanu3a KaHajackoil rpymrmel
mo usydenuto CCJI, kpernuranusi B JIETKUX BBICTYIINBATACh
Juiib y 26% nui ¢ nonreepknerHoit M3J1 [3]. Tpu uccnenoBanum
LIOPUXCKOM KOTOPTHI TMalMeHTOB He oTMmeveHo cBsizu U3JI ¢
onbIKoii. Tombko y 64 13 145 malmeHToB ObLIO JUarHOCTUPOBAHO
W3J1, onHako onpimika umenach y 117 GonbHbix. [Ipu aToM
(GYHKIIMOHAIBHBIN KJIACC OIBIIIKU HE OBLT CBS3aH C TSIXKECThIO
nopaxeHus Jerkux [10]

HzyyaBimecs HaMmu KIMHAYECKKE TT0KA3aTe U TAaKXKe OKa-
3QJIMCh HEAOCTATOYHO 3G (HEKTUBHBIMU [1J151 TPOTHO3UPOBAHUS
Hannuug U3J1. belia BbIsBIeHA UL JOBOJIBHO cliabast CBs3b
W3JI ¢ xamobamu Ha oxbluKy. ¥ 13,2% naumentro ¢ MU3J1
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CKOPOCTb IPOrpeccupoBaHusl Mpoliecca.
C 3TOi TOYKM 3peHUsT HE0OXOIUMO pa3-
JIM4aTh pacrnpocTpaHeHHoe (00beM Io-
paxeHus 6osee 20%) u HepactipocTpaHeHHoe M3JT.

B nHamem mccrenoBaHuM oOHapy:XKeHa CBS3b pacIpocTpa-
HenHoro M3J1 ¢ xkimHuyeckoit opmoii CCJ, xajiobaMu Ha
obIKy, SpO2, mokaszareasiMu (PYHKIIUU BHEITHErO JbIXaHusl, B
toM yuciae DLCO. OnHako Haubojiee CUJIbHbIE accoLMaliKi
nponeMoHcTpupoBay nokazatean TLIX v mpoduib BbISIBIEHHBIX
ayroanTurell. [Toatomy npu hopmupoBanuu KJI uMeHHO 3TH Tie-
peMeHHbIe ObUTH OTOOPAHBI AITOPUTMOM T 3(D(PEKTUBHOTO pa3-
JIeJIeHUSI MaLIMEHTOB 10 PUCKY HaJIM4us pacripoctpaHeHHoro M3J1.

CornacHo noiyyeHHomy K/I, K rpynme HauMeHbIlIero prucka
pa3BuTHs pactipocTpaHeHHOro M 3J1 MOXKHO OTHECTH MAIlMeHTOB,
crioco0HbIx mpoiitu B TLLX 6onee 440 M, a TakKe MaleHTOB,
MPONIEAIINX He MeHee 255 M 1 He uMetomnx aHTr-Scl70 u aHTur-
PmScl. B Hamieit momyasiuy H1 y OJHOTO M3 TaKUX MMAllMeHTOB
He ObLJIO PAaCIPOCTPAHEHHOTO TTOPAKEHMSI.

C yyeToM MOJYYEHHBIX TaHHBIX MOXKHO MPEIIOXUTh KK~
HUYECKUI aaroputm obcienoBanus nauueHToB ¢ CCJI mist BbI-
saBieHus1 pacripoctpaHeHHoro M 3J1. TTo-BuauMomy, ciemyeT cum-
TaTh KpaitHe KemareabHbIM TTpoBeaeHue TIIX u uMmmyHoI0TH-
YECKOTO TUITMPOBAHUS Yy BCeX OOJIbHBIX C TMarHOCTUPOBAHHOM
CC/. Y nauuentos, npomeainmx B THIX 6onee 460 M, moBTopHast
KTBP (eciu oHa yke BBITIOJHSUIACH B paMKax IMepBUYHOM quar-
Hoctuku CCJI) mpeacrapisieTcst HelieJiecooOpa3Hoii. Y ocTalbHBIX
MaIMeHTOB OHA MOXET OKa3aThCsl TOJIE3HOM IS BBISIBICHUS
MHTEPCTULIMAIBHOTO TIopaxkeHus. [1pu nampHeiteM HaOmoaeH
nosTropHoe nposeneHue KTBP onpasaaHo B nepByto ouepenb y
0oNbHBIX, Y KOoTOpbix auctaHuus B THIX cocraBuia He OoJiee
225 M, a TaKKe Y MallMEHTOB, KOTOPbIE CMOTJIM MTPOMTH He DoJiee
440 M 1 UMEIOT aHTUTeNa K TonouzomMepase I wiu antu-PmScl.

B HateMm nccienoBaHNM yCTAHOBJIEHBI 3HAUMMBIE ACCOTTMATTY
MEXIy peHTreHoJorndeckuM TuoM M3J1 u criekTpoMm BHISIBIICH-
HBIX ayToaHTUTeN. Tak, Hamuuue aHTH-Scl70 B GOJBIIMHCTBE
ciyyaeB couetasioch ¢ (pubpotmueckum tunom HCHUIIL. Tlpu
JIPYTMX UMMYHOTUIIAX 3TOT PEHTIEHOJOTUYECKUIA MAaTTEepH Ha-
omonancst pexe. Y OOJbIIMHCTBA TMALMEHTOB C aHTULIEHTPO-
MEPHBIMU aHTUTEJIAMU TTPU OTCYTCTBUY aHTUTEJ IPYTUX KIIACCOB
W3J1 He obHapyxkeHo. OgHAKO CHIa YCTAaHOBJICHHBIX CBSI3CH HE
TO3BOJISIET C YBEPEHHOCTHIO IIPOTHO3MPOBATh PEHTTEHOIOTMYECKMIA

62
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THUIT IO UMMYHOTHUITY, M1 KJIMHUYECKass 3HAYMMOCTb HailJIeHHbBIX
accolualvi B HACTOSIIMI MOMEHT HESICHA.
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