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Llenb uccnepoBaHua — onpegeneHne $hakTopos, KOTOpble CNOCOOCTBYIOT NPOrHO3MPOBaHUID 06beMa NOpaXeHUs ner-
kux (OMJT) y nauMeHTOB C CUCTEMHOWN CKNepofepMuent.

Marepuans! u MmeToAbl. B aHanu3 BkiOYanuch NaumeHTsl ¢ cucteMHol cknepopepmueii (CCLL), Habntogaemble B paMmKax
Perucrpa Mno3uToB, CUCTEMHOI CKNEPOAEPMUM U CMELIAHHOTO 3a60NeBaHuUs coeauHuTenbHoil TkaHu (PEMUCCuC), koto-
pbiM 6bla BbINOAHEHA KOMNbIOTEPHAsA TOMOrpatus Beicokoro paspewwenus (BPKT) nerkux. lns uMmyHonorudyeckoit xa-
PaKTEPUCTUKM BCEM NALLMEHTAM NPOBEAEHO TECTUPOBAHME Ha aHTUTONOM30MepasHble (aHTU-Scl-70) u aHTULLEHTPOMEpHble
(anTn-CENP-B) aHTuTena u aHTuTena k Tononzomepase (aHtu-Pm-Scl).

Pesynbrartbl. B uccneposanue sownu 79 nauuentos ¢ CCL (94,9 % xeHWwuH), cpeaHuit Bo3pacT — 64,4 + 11,5 ropa. Npu-
3HaKMW MHTEpCTULManbHoro 3abonesanus nerkux (M3J1), no paHHbiM BPKT, oTMeyeHbl y 50 nayueHToB. Hanbonblwmnin 06b-
€M NOopaeHWs Nero4Horo MHTEPCTULMSA BhisBAEH y nauuenTos ¢ CCL 6e3 cknepopepmsl (32,7 + 29,3 %), MEHbLWMIA — Y Na-
uneHToB ¢ anddysnoi CCO (16,9 + 17,1 %) n camblit HU3KMIA — y NauneHToB ¢ numutupoBaHHoi CCIL (8,5 + 14,2 %).
Momumo Tuna 3aboneBaHus 06bEM NOpaXeHUs TKaHU nerkux y nayuentos ¢ U3J1, accouumposanHbim ¢ CCL, 6bin cTaTn-
CTUYECKM 3HAYMUMO BblILIE NPU apTPANTUAX, OAbILKE, HANMYUKM aHTUTEN K Tonou3omepase I Tuna u coyeTaHUM pasnnyHbIX
ayToaHTUTeN. Takke YCTaHOBNEHA CTATUCTUYECKM 3HaYMMas obpaTHas CBA3b CO BCEMM MOKA3aTensiMu Tecta C 6-MUH
x0fb60i (TLUX) 1 hopcupoBaHHOM KMU3HEHHO €MKOCTbIO IErKUX U NPAMas CBA3b — C NOKA3aTeNsAMU CUCTONUYECKOTO
JaBneHus B eroyHoii aptepuu. Mpu oueHke ceasu OMNJ co cTeneHblo oabiwkmu no bopry BbisBNEHO, 4TO y 6ONbHbIX, OLE-
HUBLUMX OABILIKY MeHee yeM B 3 6anna, OMNJ1 coctaBun meHee 25 %. Bnarogaps BbICOKOW CTeNeHN KOppenaLmun co3aaHa
perpeccuoHHas cdopmyna 3asucumoctn OMJT ot guctanumum B TWX: ONJ = (2,7-0,1) x guctaHuus TLX.

3aknioueHue. B paboTe nonyyeHa MHorodakTopHas mogens nporHo3upoBanus OMNMJ npu CCL, Hambonbluyio 3ddeKTUBHOCTL
B KOTOpOW NpUoGpeny nokasarenu MMMyHOTUNA NauueHTa, auctaHuum B TLWX, catypauuu nocne TLWX v Hanuume opbiKK.

KnioueBble cnoBa: cuctemHas CKnepopepmusa, UHTepcTuumanbHoe 3abonesaHue Nerkux, 06bem NOpaXeHna nerkux, Tect
€ 6-MuH XOp,b6Ol7I, adyTO0aHTUTENA, OAHOMOMEHTHOE Ha6mop,aTeanoe nccnepnosaHue, MHOFOCbaKTOpHaﬂ MozAenb, KOMNblo-
TepHas TOMOFpanI/Iﬂ NErkKnx BbICOKOro pa3spelweHunsa
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Aim. To determine the factors that contribute to the prediction of the volume of pulmonary lesion in patients with
systemic scleroderma (SSc).

Materials and methods. The analysis included patients with SSc observed in the Registry of Myositis, systemic sclerosis
and mixed connective tissue disease (REMISSIS), who underwent high-resolution computed tomography (HRCT) of the
lungs. For the immunological characteristic, all patients were tested for anti-topoisomerase (anti-Scl-70), and anti-
centromeric (anti-CENP-B) antibodies, and anticentromere antibodies (anti-Pm-Scl).

Results. The study included 79 patients with SSc. There was 94.9 % women. Average age — 64.4 + 11.5 years. Signs
of interstitial lung disease (ILD), according to HRCT were detected in 50 patients. The largest extent of lung injury was
noted in patients with SSc sine scleroderma (32.7 +29.3 %), a smaller extent in patients with diffuse form SSc (16.9 +17.1 %)
and the lowest in patients with limited SSc (8.5 + 14.2 %). In addition to the type of disease, the extent of lung injury
in patients with SSc-ILD was statistically significantly higher in patients with arthralgia, dyspnea and the presence
of antibodies to topoisomerase I and combined autoantibodies. Also, a statistically significant feedback was established
with all indicators of the test with a 6-minute walk and forced vital capacity and a direct relationship with indicators
of pulmonary artery systolic pressure. When evaluating the correlation between the extent of lung injury and the degree
of dyspnea according to Borg, it was found that in patients who assessed dyspnea less than 3 points, the extent of lung
injury was less than 25 %. Due to the high degree of correlation, a regression formula was created for the dependence
of the extent of lung injury on the distance in the test with a 6-minute walk: extent of lung injury = (52.7-0.1) X
distance 6MWT. A multivariate model was also obtained for predicting the extent of lung injury in SSc, in which
the patient’s immunotype, distance in the 6-minute walk test, saturation after the 6-minute walk test, and the presence
of dyspnea became the most effective.

Keywords: systemic sclerosis, interstitial lung disease, extent of lung injury, 6-minute walk test, autoantibodies,
cross-sectional observational study, multivariate model, high-resolution computed tomography of the lungs
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BeepeHue

CucrteMHag ckiiepogepmus (CCJI) — 3To cUCTEMHOE
ayTOMMMYHHOe€ 3a00jieBaHKE, BOBJIEKAIOIIee B MaTOJOT -
YECKUI MPOIIeCC MHOXECTBO OpPraHOB U CUCTEM, B TOM
yucie jerkue. MHTepcTULIMaIbHOE 3a00eBaHUe Jer-
kux (U3J1), accortmupoBanHoe ¢ CCJI, 0ObIYHO BBISIBJISI-
eTcsl ITpu 00C/IeJ0BaHNM TaleHTa ¢ mopo3peHueM Ha CCJ]
WY ¢ ycTaHOBJIeHHBIM auarHo3oM CCJI, HO y HEKOTOPBIX
MallIEHTOB MOXET OBITh ITEPBUYHBIM ITPOSIBJICHUEM 3a-
6osieBaHMs. 1o JaHHBIM IMyOJUKAIM, BCTPEYaEMOCTh
N3J1 y 6ompHbIx ¢ CCJI onennBaeTcsl Ha ypoBHe 35 %
st EBporniel 1 52 % niia CeBepHoit AMepuku [1]. TTopa-
>xeHue Jerkux npu CCJI BbICTyIaeT OQHON M3 BeAYyILUX
npuduH cMeptu namuentos ¢ CC [2].

B Hacrosiimii MOMEHT pa3paboTaHbl peKOMEHAAIUN
no BeneHuto namueHToB ¢ M3JI B pamkax kak CCII, Tak
U npyrux Hozosoruit [3—5]. OnqHako nmpuBeaeHHbIE JaHHBIE
0 (hakTOpax, aCCOUMMUPOBAHHEBIX C OOBEMOM ITOPAKEHUS
Jerkux (OI1JI), y aTUX MallMeHTOB pa3HSTCS.

Panee Hamu ycTaHOB/IeHa cBs3b Hanmuus M 3J1 moboi
CTENEeHU BbIpaXXeHHOCTU ¢ Auddy3HOI hopmoii cKiiepo-
JEPMUM WIM CKIIepoepMUeit 6e3 mopakeHUsI KOXHU ¢ Ha-
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JITYMEM JIIOOBIX ayTOaHTUTEN (KPOMe aHTULIEHTPOMEPHBIX),
TOBBIIIEHUEM CUCTOJWYECKOTO AaBJIeHUs B JIETOYHOM
apTepun, CHIKeHreM (hopcupoBaHHOM XM3HEHHON EMKO-
ctu Jlerkux (OXKEJT), mnddy3noHHOM CIOCOOHOCTH JIETKMX
1 BCcex nokazaresieit Tecta 6-MuH xons0s! (TLIIX) [6].

V manmenToB ¢ MeHbIIMM 00beMOM WM 3JI He Bcerma
OTMEUAIOTCS TUITMYHBIE CUMIITOMBI HAa PAHHUX CTaIUsSIX
3a00J1eBaHNSI, TTIO3TOMY X MOTYT HE HAITPaBJISITh HA TECTH -
poBaHUe (YHKIIMU JIETKUX WM KOMITIOTEPHYIO TOMOTpa-
¢uro Beicokoro paspeieHus (BPKT), nmoka He mosiBITCS
TaKWe CUMIITOMBI, KaK OIBIIIKA ITPH (PU3NIECKOM HArpy3-
K€ U MepCUCTUpYIoIIUi Katiesb. CiieqoBaTebHO, HE00-
XOIMMO CBOEBPEMEHHO BBISIBJISITH IIPOrpecCpoBaHue (Ha-
pacTaHue oObeMa IMOPaXeHUs) WHTEPCTUIIMATIBHOTO
snerouyHoro npouecca rnpu CCJI, KoTopoe CIyKUT BaxKHbIM
KpUTEpUEM TIPU TIPUHATUN PEIIcHUI O HaJaje VIIN U3-
MEHEHUU UMMYHOCYIIPECCUBHOTO JICUSHUST WJIN aHTU (DU -
OpoTHYeCKOli TepanuH.

«3050TbIM» cTaHaapToM oLeHKu OITJI cuutaror BPKT.
OnHako NpoBeneHNe JAHHOTO MCCIeIOBAHMS TTepe]] Kaxk-
JIBIM TIPYEMOM Bpaya Bpsil JIM BO3MOXHO U 1IeIeCO00pa3Ho.
B HacTosImii MOMEHT He CYIIEeCTBYeT BaJIMINPOBAHHBIX
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aJlbTepHAaTUBHBIX Moka3ateneit mist oueHku OIIJ nmpu
CCJI. IlepcieKTUBHBIMU MapKepaMU BBICTYIAOT aHTU-
Teja K Torousomepase I U HekoTopble OroMapkepsl hu-
0po3a, OJHAaKO U MX 3HAYMMOCTh TPEOYeT JajlbHEUIIEero
yrouHeHus [7]. Takke ¢ OIJI koppeaupyroT NpoxoauMoe
paccrosiHue B TIIX u moka3arenu hbyHKIMOHATbHBIX Jie-
TOYHBIX TECTOB [8, 9].

Ieab uccnenoBanusa — onpeneaeHue GakTopos, CIo-
coOcTByIOIIMX TporHo3upoBanuio OITJI y manueHTOB
¢ CCI.

Martepuanbi u metopbl

B uccnenoBanuu yyactsoBaiau naueHTsl ¢ CCJ, Ha-
Ooaroluxcs B pamkax Pervcrpa MMO3UTOB, CUCTEMHOM
CKJIEPOIEPMUM 1 CMEIIAaHHOTO 3a00JIeBaHUS COEAUHU-
teapHoi TKaHu (PEMHMCCuC). B Peructp BKiIto4aroTcs
nalueHThl B Bo3pacTe 18 jieT u cTtapiie, MpoXXuBalolue
B MockBe U Haxojsluecs Ha aMOyJ1aTOPHOM JieYeHUU
Y PEBMaTOJIOTOB.

YyacTHUKM MccienoBaHUs UMEJIA paHee YyCTaHOBJICH-
Hblii guarHo3 CCJI, ux 3abojieBaHUE COOTBETCTBOBAJIO
kputepusim 2013 1. AMepuKaHCKOI KOJUIETUH PEBMATOJIO-
roB u EBporneiickoro ajibsiHca accolaluii peBMaToJIOrOB
(ACR/EULAR) [10], u oHu mognucaiu MHOOPMUPO-
BaHHOE coracue Ha yyactue B Peructpe. Bcem M Oblia
nposeaeHa BPKT misg onpenenenust OITJI ¢ momoiiisio
aBTOMAaTUYECKOI CUCTEMBI TTOICYETa Y KOHTPOJISI MyTeM
OLIEHKU PE3yJbTaTOB BPauOM.

IIpoBoaunuch coop aHaMHe3a, (PU3NKAIbHBII OCMOTD,
olLieHKa cTaTyca KypeHus u auctaHuuu TIIX ¢ onpenene-
HUEM CTeTIeHM OJBIIIKYU 10 bopry, HachIeHUsI KPOBHU
kucnoponoM (SpO,) B mokoe u nocyie Harpysku [11]. Kpo-
M€ TOrO, B paMKax MCCJIeOBaHUS JOKYMEHTAIIUU aHAIM -
3UPOBAIMCH PE3YIbTaThl (DYHKIIMOHAIBHBIX JIETOYHBIX
TtectoB B cootBeTcTBUU ¢ GLI 12 (Global Lung function
Initiative 2012 — cucTeMa JOJKHBIX BETMYWH, pa3paboTaH-
Has B 2012 . akcniepTHOI rpynmnoit EBporneiickoro pecrnu-
PaTOPHOTO OOIIIECTBA 10 CTAHAAPTU3ALIMH JIETOYHBIX (DYHK-
LIMOHAJIbHBIX TecToB) [12], axokapauorpaduu (BxoKT),
BPKT, uccnenoBanust nudby3MoHHON CTOCOOHOCTU JIETKUX
U TecToB Ha Halnuue cretduyeckux miss CCJI ayroaHTH-
tes. Bapuantsel M3J1 onpeaensiiuch mo KiaaccupuKauuu
2002 . ATS/ERS (AMeprKaHCKOTO TOpPaKaJIbHOTO OOIIIe-
ctBa / EBponelickoro pecrupaTopHoro odiectsa) [13].

Cmamucmuueckas oopabomxa

Hns oueHku cBs3u OITJI ¢ kKayueCTBEHHBIMU U MOPSIA-
KOBBIMM TTOKAa3aTeJIIMU UCIIOIb30BaJICS OTHOMAKTOPHBIN
JUCTIEPCUOHHBIN aHamu3 (aropuT™ Analysis of Variance,
ANOVA), ¢ KoJIM4eCTBEHHbIMU MTEPEMEHHBIMU — PAHTO-
BoIli kpuTepuii CriupmeHa. CTaTUCTUYECKU 3HAUYUMBbIE
He3aBUCHMbIE TPEAUKTOPHI BEIOUPATUCh U3 TTOKa3aTesei,
MPOAEMOHCTPUPOBABIINX 3HAYMMYIO OZHOMAKTOPHYIO
cBs13b ¢ OIJI myTeM 0OpaTHOrO MOIIAroBOro 0Toopa mne-
PEMEHHBIX B paMKax 00OOIIEHHOW JIUHEHHOW MOIEIH.
ITocTpoeHue ogHOMAKTOPHOI JIMHEHOI perpeccuu ocy-

LIECTBIJISIOCh METOIOM HaMMEHbIINX KBanparoB. Cratuc-
TUYECKUI aHaJIN3 IPOBOAWIICS C UCIIOJIb30BaHUEM TaKeTa
SPSS 22.0 (IBM SPSS Statistics 22).

PesynbTartbl

Obwas xapakmepucmuxa nonyAauuu

B nccnenoBanue BkiaodyeHnl 72 mauueHTa ¢ CCI.
B momynsauuu mpeoGiamany KeHIIUHBI (68 4eloBex,
94,4 %). Cpeanuii Bo3pacT yyacTHUKOB — 64,4 £ 11,5 ro-
na. JJnuTeapHOCTh 3a00ieBaHUs B CpeIHEM COCTaBMIa
10,7 £ 12,3 roma oT BpeMeHU BO3HUKHOBEHUS (peHOMeHa
Peiino u 8,05 = 7,54 roga ¢ MOMeHTa pa3BUTHUS IPYTUX
CUHIPOMOB (TabuI. 1).

[Tpu olleHKe UMMYHOJIOTUYECKMX TI0Ka3aTeIeil Hau-
6oitee yacto (38 manmeHTOB, 45,7 %) BBISBIISIINCH AHTH-
Tesla K TonouzoMepase I (aHtu-Scl-70). ¥V 4 nauueHToB
O0HapyXeHBI MO0 2 TUMa CIeUUOUUHBIX aHTUTE: KOMOU-
Hauus aHTuLeHTpoMepHbIX (aHTU-CENTB) u anTuTomno-
M“30MepasHbIX (aHTU-Scl-70) aHTUTeN y 2 MAlMEHTOB U el1le
y 2 — aHtu-CENTB 1 aHTUTENa K Torou3omMepase (aHTH -
Pm-Scl). Yucno naui ¢ nuddy3HONU 1 TMMATUPOBAHHON
dopMamu 3a60seBaHUs ObLIO OJU3KUM (42 1 37 dyenoBek
CcoOTBeTCTBEHHO). Y 4 60abHbIX ¢ CCJI 0TCYTCTBOBAIO
TOpakeHNe KOXH.

Haubosee yacThiMU KJIIMHUYECKUMM TTPOSIBJICHUSIMU
CCJl 6stt peHoMeH Peitro (v 70 maumenTos, 97,2 %),
SI3BBI MajbleB Kucreil (23,6 %), onpiiuka (83,3 %), Ha-
PYILIEHYS TIIOTAaHWST ¥ TIPOXOXKACHMSI TTUIIIM TI0 UILEBOIY —
aucdarus (49,3 %), 6osb B cycTaBax — apTpairus
(58,3 %), apTpanrusi ¢ IpuIlyXaHUEM CYCTaBOB (apTPUTHI)
(30,6 %).

B pesynbrare nccienoBaHusI MTHCTPYMEHTATbHBIX 10~
kazateneii cpenasts MXKEJ cocraBuna 89,1 £ 23,4 % or
JOJDKHOTO, 00beM (hopcrpoBaHHOTO Bbioxa 3a 1 ¢ (OPB,) —
85,1 £19,5 %, cpenuss onleHKa UMD EHY3MOHHOM CITOCO0-
HOCTM JIETKMX IJIsI MOHookcuaa yriepoaa (Diffusing
capacity of the Lungs for Carbon monOxide, DLCO) —
51,05 % 23,4 % ot no;KHBIX 3HaueHUi. ClieyeT OTMETHUTD,
yto DLCO npoBeneHa ToabKo y 35 MalMeHToB, U B Kaye-
CTBE TTOKa3aHUsI K UCCJIEIOBAHUIO pacCMaTpUBAJIOCh T10-
JI0O3pEeHNE Ha TSKeJIoe MHTEPCTULIMATbHOE IMopakKeHue
JIETKHUX. DXoKapauorpabus mpopeaeHa 66 maluueHTaM,
MO ee pe3yabraTaM CpelHUEe 3HaUYEeHUS CUCTOJINYECKOIO
naByieHus B aerouHoit aprepuu (CIJIA) coctaBuim 33,2 +
9,96 MM PT. CT.

IIpeouxmopot pacnpocmpanennocmu

UHMePCMUUUAIbHO20 3A004€6ARUSL 1€2KUX

ITpu dbopmMupoBaHUY MHOTODAKTOPHOM MOJEIU pac-
yeta OI1JI onleHeHB! KIMHUYECKHE, MHCTPYMEHTAIbHbIE
U pyHKIIMOHAJIbHBIE MToKa3aTeau (Tad. 2). He BoisiBIeHO
cBs3u OILJI ¢ mosioM, KypeHueM, HaTu4reM apTpuTa, I1c-
¢daruu, creneHplo BeIpakeHHOCTU (heHOMeHa PeitHo, TH-
noM M3JI, naHHBIMU KaNWLISIPOCKOIIMU. YCTaHOBJIEHO
HaJIMYre 3HAYMMOM CBSI3M MOPAXKEHUS JIETKUX C TUTIOM
CCI (p = 0,016), a umenHo: 6onpuunii OIJI BeISBISIICS
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Taomuua 1. Obwas xapakmepucmuka uzy4aemoi Nonyasyuu

Table 1. General characteristics of the studied population

ITapameTtp

ITon:

Gender:
KEHCKWM, A,
female, n,
MY>KCKOMH, 1
male, n

Bospacr, net
Age, years

Kypsiiue, n
Smokers, n

ITponomKuTeIbHOCTD 3a00JIeBaHus, JICT:
Duration of the disease, years:
OT BOBHUKHOBeHUS (heHOMeHa PeiiHo,
from the emergence of the Raynaud syndrome,
OT BOBHUKHOBEHUSI CUMIITOMOB, KpoMe (peHoMeHa PeitHo
from the onset of symptoms, except for the Raynaud syndrome

IMondopma CCI, n:

The SSc subform, n:
g dysHad,
diffuse,
JMMUTUPOBAHHASA,
limited,
0e3 KOXXHOTIO BOBJICUCHUSI
sine scleroderma

Knunanueckue IIPOABJIEHUA, n:
Clinical manifestations, #7:
¢deHomeH PeiiHo,
Raynaud syndrome,
JUTUTAJIbHBIC s13BbI,
digital ulcers,
ObIIIKa,
dyspnea,
apTpajrus,
arthralgia,
apTpWT,
arthritis,
nucdarus
dysphagia

BrisiBieHHBIE XapaKTE€pHbIC aHTUTEA, A,:
Identified specific antibodies, #,:
anTu-Scl-70,
anti-Scl-70,
antu-CENP-B,
anti-CENP-B,
anTu-Pm-Scl,
anti-Pm-Scl,
2 u 6onee Knacca*,
multiple classes*,
HE BBISIBJICHBL
sine autoantibodies

®BJI, % oT DOKHOIO:
PFT, % from proper:
DXKEJI,
FVC,
ODB,,
FVC,,
DLCO

34

MenuaHa Wiv YHCJI0 HAOMIOIEHUI

68

62,7

5,65

40
29

70
17
60
42
22
36

34
12

17

89,1
85,1
51,05

Me [Q25; Q75], %

94,4
5,6

11,4

8,3

[3,5; 11,4]
[2,93; 14,2]

55,6
40,2
4,17

97,2
23,6
83,3
58,3
30,6
50,0

47,2
16,7
5,6
6,9
23,6

[76,9; 107]
[79,2; 109]
[45,8; 71]
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Oxonuanue maoba. 1
End of table 1

Parameter Median or number of observations -

CIJIA, % OT IOJKHOTO .
Mean PAP, % from proper 33,2 [27; 41]

WurepcruninansHoe 3a6o1eBaHue Jerkux mo gfanHeiM BPKT, n 50 69.4
Interstitial lung disease due to HRCT, n >

*2 nauuenma c anmumenamu anmu-CENP-B + aumu-Scl-70 u 2 nayuenma ¢ anmu-Scl-70 + anmu-Pm-Scl.

Ilpumeuanue. Me [Q25; Q75] — meduana [25-ii; 75-ii keapmuau], CC/l — cucmemnas ckaepodepmus, aumu-Scl-70 — anmumonou3o-
mepasnvie anmumena, aumu-CENP-B — anmuyenmpomephvie anmumena, aumu-Pm-Scl — anmumena k monouzomepaze, DB/ —
@yrruus enewneeo dvixanus, DXKEJ — opcuposarnnas wcusnennas emkocmos aeekux, OPB, — obsem opcuposanioeo evidoxa 3a 1 c,
DLCO — odugpgpyzuonnas cnocoonocms neexux, CIIJIA — cucmoauueckoe daeaerue é aecouroii apmepuu, BPKT — komnsromepras
momoepagus 8biCOK020 paspeuleHus.

*2 patients with anti-CENP-B + anti-Scl-70 antibodies and 2 patients with anti-Scl-70 + anti- Pm-Scl.

Note. Me [Q25; Q75] — median [25" quartile; 75" quartile], SSc — systemic sclerosis, anti-Scl-70 — antitopoisomerase antibodies, anti-CENP-B —
anticentromere antibodies, anti-Pm-Scl — anticentromere antibodies, PFT — pulmonary function tests, FVC — forced vital capacity, FEV, — forced
expiratory volume in 1s, DLCO — diffusion capacity of the lungs, PAP — pulmonary arterial pressure, HRCT — high-resolution computed tomography.

Tabmana 2. Muoeoghaxmophulii anaau3 06sema nopaicerus Aeekux ¢ KAUHUYECKUMU, QYHKUUOHAALHBIMU, UMMYHOA0UMECKUMU U UHCIPYMEHMANbHbIMU
nokasamensmu

Table 2. Multifactorial analysis of the lung damage volume with clinical, functional, immunological and instrumental factors

Parameter Average injury volume, % The significance of the relationship with the indicator, p

Tlon:

Gender:
KEHCKUM, 7, 13,3+ 16,3
female, n,
MYXCKOU, 1 25,5+29,7

male, n

>0,05

Kypstue, n 24,0+243
Smokers, n

>0,05
Hekypsmue, n 13,3 £ 16,5
Non-smokers, #

TMondopma CC/I:

The SSc subform:
nuddysHad, n, 16,9 + 17,1
diffuse, n, 0.016
JIMMUTUPOBAHHAs, 1, 8,5+ 14,2 >
limited, #,
0e3 TOPaKeHUST KOXU, 1 32,7+£29,3
SSc sine scleroderma, n

OppIlIKa:

Dyspnea:
€CTb, 17,2+ 17,9
yes,
HET 2,65+ 6,42

no

0,002

ApTpanruu:

Arthralgia:
€CTh, 17,1 £ 18,4
yes,
HET 9,1 13,7
no

0,045
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OxoHuanue mabn. 2
End of table 2

ITapamerp Cpennuii 00beM nopaxkenusi, % 3HAYUMOCTD CBSA3H C OKA3ATEJIEM, p

Hucdharus:

Dysphagia:
€CTb, 16,1 £ 17,1
yes,
HET 12,1 £17,2

no

>0,05

ApTpUT:

Arthritis
eCTh, 13,1 £ 17,0
yes,
HET 14,4 + 17,3

no

>0,05

®deHomeH PeiiHo:
Raynaud syndrome:
HET, 4,0 £ 3,61
no,
0€e3 IUTUTAIbHBIX 3B, 13,3+ 16,8 >0,05
no digital ulcers,
C IUTUTAIbHBIMU SI3BAMU 15,8 £ 20,2
digital ulcers

Tun U3JT:

ILD type:
GHCHII, 21,3+ 13,7
fibrotic NSIP,
kHCUII, 22,3+ 20,5
cellular NSIP,
OuUIl, 22,9 +17,9
UIP,
npyrue* 23,0 24,9

others*

>0,05

BrisiBneHHBIE XapaKTCPHbIC aHTUTEIA:

Identified specific antibodies:
antu —Scl-70, 20,6 £ 16,9
anti-Scl-70,
aHtTu-CENP-B, 7,57 £ 17,3
anti- CENP-B,
aHTH-Pm-Scl, 9,5+ 11,4 <0,001
anti-Pm-Scl,
2 knacca**, 33,3+ 27,8
multiple classes**,
HE BBISIBJICHO 42+49
sine autoantibodies

* | cayuaii deckeamamuenoil UHMePCMUYUANLHOU NHeGMOHUU, 2 CAVYAS KPUNMOEHHOU 0P2AHU3YIOUelicsl NHe8MOHUU, 2 cayHas
Heougppeperyuposannoeo muna U3J1. **3 nayuenma c aumu-CENP-B + anmu-Scl-70 u 2 nayuenma c anmu-Scl-70 + anmu-Pm-Scl.
Ilpumenanue. CCJl — cucmemuas ckaepodepmus, U3/ — unmepcmuyuanvhoe 3aboresanue seekux, pHCHUII — gpubpomuueckuii mun
Hecheyuguyeckoi unmepcmuyuaivroi nneemonuu, K HCUII — kaemounbiii mun Hecneyuguueckoli UHmMepCcmuyUalbHol NHeMOHUL,
OHUII — 06biuHas UHMEPCMUUUANbHAS NHEBMOHUS, aumu-Scl- 70 — anmumonousomepasnsie anmumena, anmu-CENP-B — anmuuyen-
mpomepHble aumumena, aumu-Pm-Scl — anmumena k monouzomepase.

*[ case of desquamative interstitial pneumonia, 2 cases of cryptogenic organizing pneumonia, 2 cases of undifferentiated type of ILD. **3 patients with
anti-CENP-B + anti-Scl-70 antibodies and 2 patients with anti-Scl-70 + anti- Pm-Scl antibodies.

Note. SSc — systemic sclerosis, ILD — interstitial lung disease, NSIP — nonspecific interstitial pneumonia, UIP — usual interstitial pneumonia,
anti-Scl-70 — antitopoisomerase antibodies, anti-CENP-B — anticentromere antibodies, anti-Pm-Scl — anticentromere antibodies.
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y nauueHToB ¢ AuddysHoit CCI u CC/I 6e3 cKiiepoaepMBbl.
KiamHnyeckuMu MposiBeHUSIMU, aCCOLIMMPOBABIIIMMUCS
¢ 6onbiuM OIJI, okazanuck oapika (p = 0,002) u Ha-
Juue aptpanruii (p = 0,045). bonbimit OIJI Habmoa-
cs y UL ¢ aHTUTeaaMu K Tonousomepase I (p < 0,001)
U TIPY BBISIBJIEHUM 2 KJIACCOB aHTUTEIL.

KoppensiiimoHHbIN aHanu3 He mokasan cBsa3u OITJI
C BO3pacTOM, IJIMTEIbHOCTBIO 3a00JIeBaHMS, TIOKa3aTes-
mu OPB, u DLCO (ta61. 3). OT™MeUY€eHBI 3Ha4MMBbIE KO-
pemstiuu OITJT ¢ CIJIA (p = 0,037), ®KEIT (p = 0,003)
n Bcemu nokazaresssmu THIX (p <0,001) 1 SpO, (p = 0,001).
ITpu 3TOoM HauboIBIINI KOAGDMUIIMEHT KOPPEIILUU M0~
KaszaH s mpoiiaeHHoi auctanuuu B THIX (0,778).

ITpu netanbHOM paccMoTpenuu cBsizu OINJI co crene-
HbI0 onbIIKY 110 bopry (puc. 1) obpaniaet Ha cebsi BHUMA-
HUE, YTO Y OOJIbHBIX, OLIEHUBIIMX OMBIIIKY MEHee 4eM
B 3 Gamna (cayyau JieBee MyHKTUPHOM JIMHUM), HE ObLIO
BoisirieHo OI1J1 Gonee 25 %. Y 3HaUMTEIBHOM YaCTH ALK~
eHTOoB (7 u3 17) ¢ BeIpaXXeHHOM oAbIIIKoM (5 1 Oojiee 6an-
JIOB) CYIIIECTBEHHOTO MOPaXKeHUsI JIETKUX He HAOJII01a/10Ch,
KakK ¥ iecaTypaliii, YTO CBUACTEIbCTBYET O 3HAUMTETbHOM
pacrpoCTpaHEHHOCTU APYTUX MpU4UH ofbiiku npu CC.

CunbHas koppesssuust OITJI ¢ npoliaeHHbIM paccTo-
ssHuueM B THIX mo3BoJinia nocTpouTh (GOpMyJTy JTUHEHHOMN
perpeccuu (puc. 2):

OILI = (52,7-0,1) x qucTaHUMA ;1 »
rne OITJI — npenmnonaraeMbiii 00beM MOPAKEHUS JIETKUX
B IpoLeHTax, a auctaHuus THIX — paccTosiHue, MpoiiaeH-
Hoe B TIIX.

Mhnoezoghaxmopnas modeas das npocno3upoganus

00B6ema .1e20MH020 NOpaiceHus

ITyteM 0OpaTHOro MOIIAroBOro 0T6opa MnepeMeHHbIX
13 0000IIeHHOUN JUHEWHHOU Moneau (IepBOHAYaIbHO
BKJIIOYABIIIECH BCe IMOKA3aTeu, MPOIEMOHCTPUPOBABIIIIE
3HauuMylo cBs3b ¢ OITJI) Obl1a moydyeHa Moaesb ¢ 4 cta-
TUCTUYECKM 3HAYMMBIMU B3aMOHE3aBUCUMBIMU TTPEIH-
kTtopamu (Tabi. 4). B cooTBETCTBUM ¢ MOCTPOSHHOU MO-
JIeJIbI0 HaJTMYMe B aHaMHe3€ OJIBIIIKY ITPY TTOBCETHEBHOM
aKTUBHOCTH accormupyetcs ¢ yBenmaeHreM OIJI Ha 7,2 %
(95 % AN —12,8... —1,69 %). I1pu 3TOM HanGOJIEE TECHYIO
CBSI3b IeMOHcTpupoBaiu pacctosinue B TIIX (p < 0,001)
u SpO, mocne THIX (p = 0,008). Tak, cokpaleHue mpoii-
JneHHoi quctaHuu Ha 100 M acconuupyeTcs ¢ yBeauye-
HueMm OITJI Ha 6 % (95 % AU 3,7-8,3 %), a cHUXeHUE
SpO, noce TIIX Ha 1 % — ¢ npupocrom Ha 1 % (95 % AN
0,25—-1,7 %)

C 11e71b10 ITPAKTUYECKOTO IPUMEHEHMSI PEICTaBIeHHAST
MOJEJIb MOXKET ObITh BhIpaskeHa pErpeCCMOHHOI (hOPMYJION:

OIl/I = (134 — UT + ogpimka) x 7,2 —

— mucranums, < 0,06 — SpO x 0,95,

2-THIX
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Puc. 1. Ces3b mencdy evipaxcennocmoio odviwiku no wikase bopea nocae
mecma 6-MUHYMHOU X00bObl U 006eMOM NOPANCEHUST N€KUX NO OAHHbIM
KOMNbIOMEpHOU momoepaghuu 8bicoKk020 paspeuleHus

Fig. 1. The relationship between the severity of shortness of breath on the Borg
scale after a 6-minute walk test and the volume of lung damage according
to high-resolution computed tomography
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Puc. 2. Cséa3b mexncdy npoildeHHbIM paccmosiHuem 8 mecme O-MUHYMHOU
X00b0bL U 068eMOM NOPANCEHUsI Ne2KUX, NO OAHHBIM KOMAbIOMEPHOU MOMO-
epaghuu 8bicok020 paspeuienus

Fig. 2. The relationship between the distance traveled in the 6-minute walk
test and the volume of lung damage according to high-resolution computed
tomography

rae OITJI — o6beM nmopaxkeHust Jerkux B npoueHTax; UT —
rnokasaTejib MMMYHOTHUIIA (TpUHKUMAaET 3HayeHue 9,4 mis
MaluMeHTOB 0e3 BhISIBIIEHHBIX aHTU-Pm-Scl, 8,2 — a1 ma-
nueHToB ¢ aHTu-CENP-B, 5,6 — mrg nui ¢ antu-Pm-Scl;
5,1 — anst mauyeHToB ¢ 2 TuraMu auTures; 0 — st 601b-
HbIX ¢ aHTU-Scl-70); oApllIKa — MPUHUMAeT 3HaYeHUe
1 mpu HaAMYMM Yy MauMeHTa KajaoO Ha oAblKy u 0
B OCTalbHBIX CJIy4asx; AUCTAHUMUSA . — PACCTOSAHHUE,
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Taﬁmma 3. Koppeﬂﬂuuu obsema nopa)ceHus 1eeKux ¢ Koau4ecmeeHHbiMu KAUHU4eCKumu, ¢yHKL{MOHMbeIMM, UMMYHOA02UHECKUMU U UHCMPYMEHMANb-

HbIMU noKkasamenimu

Table 3. Correlations of lung lesion volume with quantitative clinical, functional, immunological and instrumental indicators

ITapametp

Bo3spact
Age

HpO,I[O.TDKI/ITeJ'IBHOCTB 3a00JIeBaHUS , JICT:
Duration of the disease, years:
OT BO3HUKHOBEHUS heHOMeHa PeiiHo,
from Raynaud syndrome,
OT BOBHUKHOBEHUSI CAMIITOMOB, KpoMe (peHomMeHa PeiiHo
from the onset of symptoms, except for the Raynaud syndrome

CIJIA
Mean PAP

OXKEJ
FVC
ODB

1
FEV,

DLCO

Paccrosuue B TILIX
Distance in 6 MWT

SpO,:
no TIIX,
before 6MWT,
nocie THIX,
after 6 MWT,
CHMKeHUe OoJjiee yeM Ha 4 %
decreasing more than 4 %

Oppiiika o bopry nocie THIX
Borg dyspnea after 6SMWT

Koaddunment koppensimun » 3HAYHUMOCTD p

0,013 >0,05
—0,085 >0,05
—0,046 >0,05

0,250 0,037
—0,358 0,003
—0,223 >0,05
—0,124 >0,05
—0,778 <0,001
—0,363 0,001
—0,663 <0,001
—0,664 <0,001
—0,615 <0,001

Ilpumenanue. CIJIA — cucmoauueckoe dasnenue 6 neeounoii apmepuu, D2KEJI — popcuposannas scuzHeHHAs eMKOCMb Ne2KUX,
ODB, — obsem gopcuposannoeo evidoxa 3a 1 ¢, DLCO — dughpysuonnas cnocobrocmbp neekux 041 monookcuoa yenepooa, TIIX —
mecm ¢ 6-mun x00600i, SpO, — ypoeers HACbLUeHUS KPOGU KUCAOPOOOM.

Note. PAP — pulmonary arterial pressure, FVC — forced vital capacity, FEV1 — forced expiratory volume in 1s, DLCO — diffusion capacity of the lungs,

O6MWT — six-minute walk test, SpO, — blood oxygen saturation.

NpoiiIeHHOE B TecTe ¢ 6-MUH xoabboit, M; SpO, . — Ha-
CHIIIIEHME KPOBY KHCIIOpOoIoM TTocdie 3apepiienns TIHIX, %.

06cykaeHune

IIporHosupoBanue OITJI siBisieTCSI BAXKHBIM 3JIEMEH-
ToM BefeHus naureHToB ¢ CCI. AKTyajbHbIe KIMHUYE-
CKH€ peKOMEHIAllMU M ITOAXOIbI K BEIEHUI0 OOJBHBIX
¢ NU3JI, accouuupoBanHbiM ¢ CCJI, moapa3zymMeBaloT
1moj, co00il KOMIUIEKCHYIO OLICHKY TSDKECTH TOpaXkKeHUsI
Jerkux. Ouenka OITJI 1 cKopocTu ero mporpeccupoBaHUsI
JIEXKUT B OCHOBE TIPUHSITHS PEIIeHMIA 0 Havyajie IIPOBEACHMSI
WA CMEHEe UMMYHOCYIIPECCUBHOTIO JIEYeHUsI TNOO TpH-
MEeHeHUsI aHTU(UOPOTUYECKOM Teparmu.

B MHOTOUYMCIEHHBIX HAOIIONaTEeTbHBIX NCCIIEI0OBaHM -
SIX BBISIBJIEH s MoKazaTesel, Koppeaupytouux ¢ OITJI
u nporpeccupoBanreM M3JI nmpu naHHOM 3a00j€BaHUU.
B ux yucio BxonmdaT moa (y MyuuH HaOmoxaics 6ofee
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pacnpocTpaHeHHbBI Mpolecc), Bo3pacT (MALMEHTHI C Je-
610TOM 3a00JIeBaHUS B CTApIlIeM BO3pacTe UMEJIU XyIIITUiA
nporuo3 pacnpoctpaneHHocTu U3JT) [14], Hanuuue nuc-
darum (mpu Heit OITJI 6611 GombiuM) [15], Tum CCJ
(mopaxeHue obimmpHee npu auddy3Hol Gopme U npu
CC/1 6e3 BoByieueHUsI KOXXU) [16], IUMMYHOTHIT TallMeHTa
(Hanuyue aHTUTel K Scl-70 nposBiasioch 60Jiee pacipo-
CTpaHEHHBIM ITOpaxxeHueM Jerkux, a aHtu-CENP-B npu-
JlaBayiach 3allMTHas1 QYHKIIMs). BbISIBIEHBI accoUalin
0oJtee pacpoOCTPaHEHHOTO MOPaXKEeHUSI JIETKUX C yXyIIIe-
nueM nokaszareieii ®XKEJI, DLCO [14], moguduiu-
POBaHHOTO KOXHOro cueta o PomHany (Rodnan) [16],
MOBBIIIIEHUEM CKOPOCTH OCEIaHUS SPUTPOLIUTOB, COJEP-
>XaHus B KpoBU C-peakTUBHOTO 0ejiKa, CTETNeHbIO OB -
KU, TIOpaKeHUEeM CYCTaBOB U MbIII [14].

BrigBiaeHHbBIE B HallleM MCCJIENOBaHUM TTOKAa3aTeNu,
3HAYMMO acCOLIMUpYIoIIMecs ¢ 00beMOM IOpaxkKeHUs
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Tabmnua 4. 3nauumsie g3aumonesasucumpie npeOUKmMopsbl 006eMa NOPANCEHUs Ne2KUX Y NAUUEHMO8 C CUCIEMHOIL ckaepodepmueli

Table 4. Significant mutually independent predictors of lung lesion volume in patients with systemic scleroderma

ITapamerp 3HAYMMOCTD p

BonesHb-cnenupuyecke aHTUTENA: 0,016
Disease-specific antibodies:
anTu-Scl-70,
anti-Scl-70,
antu-CENP-B,
anti-CENP-B,
anTu-Pm-Scl,
anti-Pm-Scl,
2 u bonee Knacca®,
Multiple classes*,
HE BBISIBJIEHO
sine autoantibodies

HAaJ‘que ‘OI[I:TII.HKI/I 0.011
Presence of dyspnea

Paccrosinue B TIIX, m
Distance in oMWT, m <0,001
SpO, mocne TILX, %

SpO, after S MWT, % DU

Koaddunuent perpeccuu B (95 % nosepurenbHbiii KHTEPBAT)

0
8,20 (—14,4...1,87)
5,56 (—17,3...6,14)
5,12 (=13,0...2,72)

9,44 (—15,0...—3,89)

—7,22 (—12,8... —1,69)

—0,060 (—0,083... —0,037)

—0,952 (—1,65... —0,251)

*3 nayuenma ¢ anmumenamu aumu-CENP-B + anmu-Scl-70 u 2 nayuenma ¢ anmu-Scl-70 + anmu-Pm-Scl.
Tlpumenanue. Aumu-Scl-70 — aumumonouzomepasnvie aumumena, atmu-CENP-B — aumuyenmpomepHovle anmumena,

aumu-Pm-Scl — aumumena k monouzomepase, TIIIX — mecm ¢ 6-mur x00b00ii.
*3 patients with anti-CENP-B + anti-Scl-70 antibodies and 2 patients with anti-Scl-70 + anti- Pm-Scl antibodies.
Note. NSIP — nonspecific interstitial pneumonia, UIP — usual interstitial pneumonia, anti-Scl-70 — antitopoisomerase antibodies, anti-CENP-B —

anticentromere antibodies, 6MW'T — six-minute walk test.

JIETOYHO! TKaHW, B OCHOBHOM COBIIaJajii C paHee W3-
BecTHbIMU [10—12]. UMetoTcsl, 0IHAKO, U HEKOTOpPHIE
oTnuus. Tak, Mbl HE OOHAPYXKWJIU CYIIIECTBEHHOI CBSI3U
pacnpoctpaHeHHocTu M3JI ¢ Bo3pacToM MmanMeHTOB
¥ ¥X rojioM. 1o HaIMM JaHHBIM, HauOoJIee TECHYIO CBS3b
¢ OIUI nponeMoHcTpupoBanu mnokaszarean THIX, uyTto
HEe OTMEUEHO B pSIfie APYTUX PETUCTPOB.

OmHMM M3 TTOIXOA0B K JOMHCTPYMEHTAILHOMY IIPO-
rHo3upoBaHuo OTTJI MmoxeT ObITh hOpMUPOBAHUE MaTE-
MaTH4YeCKUX Moeneii. Tak, CKpUHUHTOBBIM METOIOM IIPO-
rHo3upoBaHus Oonabiiero OIIJI, ocymecTBUMOro
Ha 0YepeTHOM BU3UTE K Bpady, MOXET CTaTh IMMOACYET UH-
Jekca, ocHoBaHHoOro Ha mokasatessx TIIX, xxanobax
¥ IMMYHOJTOTMYEeCKOM XapaKTepUCTHUKE MalleHTa, OTIpe-
JIeJICHHOU TIpY TIEPBUYHOM BU3UTe. JJaHHBIC MaTeMaTHJe-
CKM€ MOJIEJIN HE TOJIEKO YITPOCTST IMPOTrHO3UPOBAHUE pa3-
BUTHUS 3a00JIeBaHUS, HO M CHU3SIT 3KOHOMUYECKYIO
HaArpy3Ky, YMEHbIIasg HEOOXOAMMOCTh MPOBEACHUS 10~
TOJTHUTEIbHOM MHCTPYMEHTATEHOMN TUarHOCTUKH.

CdopmupoBaHHBIE TTIPOTHOCTUIECKIE MOJIETTA MOTYT
0Ka3aThCs MOJIC3HBIMHU JUIST OLIEHKH ITPUMEHSIOMencs
TepaIuy: UX BKIIIOUeHNE B MHOTO(PaKTOPHYIO MOJEIb IT0-
3BOJIUT MaTeMaTUYeCKH HUBEIMPOBATh PA3INIMs MEXKIY
MalMeHTaMM, ¥ TeM CaMBIM ITOBBICUTH TOUHOCTB M CTa-
TUCTUYECKYIO 3HAYMMOCTD OlleHKU. C Ipyroil CTOPOHHI,

MpUBEeAEHHbIE PETPECCUOHHBIE (POPMYIBI MOTYT OBIThH
MPUMEHEHBI 1J11 (POPMUPOBAHUS TPYIII pUCKA MALeHTOB
¢ OIIJI nnst ux cBoeBpeMeHHoro HamnpasieHust Ha BPKT.
HecomMHeHHO, 4TO OorpaHUYeHHAas] TOUHOCTh MOJEJE
st mporHo3upoBaHust OITJI He MO3BOJISIET UX UCTIOJIb-
30BaTh BMECTO HUCCIeI0BaHUs JIeTKUX ¢ momolbio BPKT.

Oepanuvenus uccaedoganus

DKCTpanoISLysI TTOJTyIeHHBIX HAMU JaHHBIX Ha BCIO
nonyasuuio nauueHToB ¢ CCJl TpeOyeT 00JbIIOoI 0CTO-
poxHocTH. Tak, B HabIogaeMoi HaMU TPYIITIe MallieHTOB
66110 Majio il ¢ paHHeit CCJI, a TakKe OOJIbHBIX C TSKe-
JIBIMY MHBAJIMIN3UPYIOIIUMI (popMaMU 3a00J1eBaHMS.

3aknoueHue

[Ivpokuii psin KIMHUIECKUX, WHCTPYMEHTATbHBIX
1 UMMYHOJIOTUYECKUX ITOKa3aTeIeil JIeMOHCTPUPYeT 3Ha-
YUMBbIe KOPPEJISILINU ¢ 00bEMOM MOPaXEHUs JIETOUHOM
TKkaHu Beseactsue M3J1y 6onbHbix CCI. C npakTuyeckoin
TOYKM 3peHus1 11 iporHo3upoBaHust OIJI Haubonee nep-
CITEKTUBHBIMU TIPEICTABISIIOTCST BBISIBIIsIEMbIe aHTU-Pm-
Scl, Hamyue Xkajtod Ha OABIIIKY, TPOXOAMMOE PaCCTOSTHUE
B TIOX 1 SpO, nocie ero 3aBepiueHus. IIpennoxeHHble
(bopMyJIbI MOTYT OBITH TTOJIE3HBI IS OTOOpA TMAIIMEHTOB
¢ ueiblo mpoeneHust BPKT nerkux.
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