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Pesiome

BseneHune. CnucteMHan cknepopepmug — 3aboneBaHne COeAMHUTENbHON TKaHW C pa3BUTUEM 0BIUTEPUPYIOLLEN apTepuononatm
M aKTUBHbIM HMBP03006pa30oBaHNEM KaK BO BHYTPEHHWMX OpraHax, Tak 1 B Koxe. JlerouHas aptepuanbHas runepTeH3uns — xusHe-
YrpoXatoLLee NposiBNEHNE CUCTEMHOW CKNEPOAEPMUMU, MPU NO3AHEN AMArHOCTVKE NPUBOASALLEE K eTanbHOMY ncxody. [Mowmck npe-
[OMKTOPOB, @ TaKXXe acCOLMMPOBaHHbIX GEHOTMNOB B0NE3HM MOXET CNOCOBCTBOBATL PAHHEN AMATHOCTMKE M YYULIEHWUIO MPOrHO3a.
Lenb. OxapakTepr3oBaTb 0CO6EHHOCTU BUCLLEPANbHOM GOPMbl B CPAaBHEHUM C TMMUTUPOBAHHBIM BApUAHTOM Y NaLLMEHTOB C N1EroY-
HOW apTepuanbHOM rMnepTeH3unen, acCoLMMpPOBAHHON C CUCTEMHOW CKNepoaepMUeNn.

Martepuansl u MeToabl. B uccnenosaHue BkatoUYeHbl 14 naumeHToB € BUCLEPANbHOM U 63 — C TMMUTUPOBAHHOM CUCTEMHOW CKe-
poaepMMeit, aCCOLMMPOBAHHOM C IEFOYHOM apTepuanbHOM rMnepTeH3unen. [InarHo3 CMCTEMHOM CKNepOAEPMMUM YCTaHABAMBANCA
Ha ocHoBaHuu kputepues EULAR 2013, neroyHas aprepuanbHas runepreHsns BepuduLmMpoBanach Npu Kkatetepmusaumm cepaua.
Y BCeX NaLUMeHTOB OblN UCKITIOUYEHBI ApYrMe NPUYMHbI TIEFOYHOM rMnepTeH3nn — 3aboneBaHns cepaua, nerkix, TpomMbodunmm.
Pesynbrathl. [aumneHTbl ¢ BUCLEPANbHOM CUCTEMHOM Ccknepoaepmueit bbinn monoxe (48 (35; 56) neT), 4eM ¢ AMMUTMPOBAHHOWM
(54 (49; 63) roaa), 0oAHAKO pasnuyMs NuLWb NpUBAMKaNMUCh K octoBepHbiM (p = 0,057).Y Bcex nauueHToB MMencs cuHapoM PeiiHo,
npy IMMUTUPOBAHHOM CUCTEMHON CKIEPOAEePMUM Yallle OTMeYannCh AUrUTaNbHble UeMUYeckne Hapywenus (41% B cpaBHeHUM
c 14%, p = 0,11). Y 601bLIMHCTBA BbIBASNCL AHTULLEHTPOMEPHbIE aHTUTENA, aHTUTENa K Tonousomepase-I obHapyKeHbl TONb-
KO Y ABYX MaLMEHTOB C IMMWUTUPOBAHHOM CUCTEMHON CkneponaepMueit. MIHAeKC TskecT 6bln LOCTOBEPHO Bbille Y NalWeHToB
C IMMUTUPOBAHHOM cncTeMHoM cknepogepmueii (p < 0,05). MposBneHns neroyHon apTepuanbHoOM runepTeHsnn B obenx rpynnax
Takke coBnaganu. Npu nccnenoBaHMM LEHTPaNbHOM reMOAMHAMMKM 3HAUYUMBIX Pa3Nnunii He obHapyxeHo. MeanaHa HabnoaeHus
coctasuna 68 (39; 111) mec. BbeikMBaeMoCTb TakXKe He pasnnMyanach: Npy BUCLEPAbHON CMCTEMHOM CKNEPOAEPMMM OHA COCTaBMNa
63 (40; 99) mec., npu nuMUTMPOBaHHOW — 69 (36; 116) Mec.

3akntoyeHue. CpaBHUTENbHBIN aHaNM3 NPOLEMOHCTPMPOBA CXOXECTb ABYX PACCMATPMBAEMbIX GEHOTUMOB CMCTEMHOM CKNepoaep-
MWK, YTO NpeanonaraeT YyHMBepCanbHOCTb NOAXOA0B K PaHHE! AIMAarHOCTUKe NEeroYHoM apTepuanbHOM runepTeH3nm.

KntoueBble cnoBa: cncremMHas cknepogepmmda, nerovdHaa runepteH3nd, BucuepasabHaa CUCTEMHAdA CKnepoaepmmd, CMHOAPOM
PeﬂHO, AHTULEHTPOMEPHbIE aHTUTENA, TEN€AHTUIKTA3NA, UHTEPCTULMATIbHbBIE 3a060N1eBaHNA NErknx
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Abstract

Introduction. Systemic sclerosis is a connective tissue disease with the development of obliterating arteriolopathy and active
fibrosis formation both in internal organs and in the skin. Pulmonary arterial hypertension is a life-threatening manifestation
of systemic sclerosis, leading to death if diagnosed late. The search for predictors, as well as associated disease phenotypes,
can facilitate early diagnosis and improve prognosis.

Aim. To characterize the features of the visceral form in comparison with the limited variant in patients with pulmonary arterial
hypertension associated with systemic sclerosis.
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Materials and methods. 14 patients with visceral and 63 with a limited variant of systemic sclerosis associated with pulmonary
arterial hypertension were studied. The diagnosis of systemic sclerosis was established based on the 2013 ACR-EULAR criteria;
pulmonary arterial hypertension was verified by right heart catheterization. In all patients, other causes of pulmonary hyper-
tension - heart disease, lung disease, thrombophilia were excluded.

Results. At the time of inclusion in the study, patients with visceral systemic sclerosis were younger (48 (35; 56) years) than
those with limited systemic sclerosis (54 (49; 63) years, but the differences only approached significant (p = 0.057). All patients
had the Raynaud’s syndrome, with limited systemic sclerosis, digital ischemic disorders were more often observed (41% com-
pared to 14%, p = 0.11). Anticentromere antibodies caused by pulmonary arterial hypertension predominated; antibodies
to topoisomerase-| were detected only in two patients with limited systemic sclerosis. The severity index was significantly high-
er in patients with limited systemic sclerosis (p < 0.05). The clinical manifestations of pulmonary arterial hypertension in both
groups were also the same. When studying central hemodynamics, no significant differences were found. The median follow-up
of patients was 68 (39; 111) months. Survival also did not differ: with visceral systemic sclerosis it was 63 (40; 99) months, with
limited systemic sclerosis - 69 (36; 116) months.

Conclusion. A comparative analysis demonstrated the similarity of the two systemic sclerosis phenotypes, which suggests
the universality of approaches to the early diagnosis of pulmonary arterial hypertension.

Keywords: systemic sclerosis, pulmonary hypertension, scleroderma sine scleroderma, Raynaud’s phenomenon, anti-
centromere antibodies, telangiectasia, interstitial lung diseases
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BBEOEHUE

Cucremuas cknepogepmug (CCI) - 310 3abonesaHune co-
€AVHWUTENbHOM TKaHW HEM3BECTHOM 3TMONOTUM, MPOSBASIOLLLE-
ecs reHepann30BaHHbIM MOPAKEHMEM KOXM U BHYTPEHHMUX
OpraHoB, B OCHOBE KOTOPOTO NIexaT NopaXeHUe MUKPOLMPKY-
NATOPHOrO pyc/ia, UMMYHOIOTMYeCcKMe HapyLLeHUS 1 OTIoXe-
Hue konnareHa B TkaHax [1]. OTanunTenbHom 0CO6eHHOCTbIO
CCLL gBnseTCs CyLLeCTBEHHAs reTepOreHHOCTb KAMHUMYeCKMX
NposSBNEHWUN, B CBA3M C YyeM B 1988 1. rpynnoi akcnepToB
66110 NpeanoxeHo knaccupuumposats CCI no pacnpocTpa-
HEHHOCTU YNJIOTHEHUS KOXM M XapaKTepy TeyeHus 3abone-
BaHMA [2]. [0 TMNY NOPAXKEHUS KOXM BbIAENSOT IMMUTUPO-
BaHHYI QOPMY, KOrAa YNIOTHEHUE 3aTparMBaeT AMUCTanbHble
OTLEeNbl KOHeYHoCTeh U (Man) nnuo; npu audbdy3HoM Bapwm-
aHTE YNNIOTHEHWE KOXM HOCWUT pacnpoCTPaHeHHbIA Xapak-
Tep C BoB/ieYyeHWeM Tynosuuwa. Hanbonee yacto npu nep-
BOM BapwuaHTe Tedyenne CCL GnaronpusaTHoe, C MeLNeHHbIM
pa3BuTMEM 3ab0NneBaHMs, 3aHUMAIOLWMM FOAbl U AecaTune-
™. [Mpu anddysHon dopme 6onesHb YacTo BbICTPO Nporpec-
CUPYEeT C PaHHWUM MOPAKEHMEM XKM3HEHHO BAXKHbIX OPraHoB.
TeM He MeHee He BCeX MaLMEHTOB BO3MOXHO Knaccuduum-
poBaTb NpefnaraemMbiM CNOCO6OM.

C cepeauHbl Npownoro Beka 6onblloe BHUMaHWe yae-
naetca sucuepanoHon gopme CCO, unu CCL 6e3 cknepo-
LepMbl. OT0 Haubonee penkuit U TPYLHO AMArHOCTUPYEMbIN
cybtmun CCL, 4acto He BepudULMPYEMbI NMPU XMU3HU NaLu-
eHTa. [py TakoM BapuaHTe OTCYTCTBYET KAMHUYECKM Onpe-
fensemMoe ynnoTHEHWE KOXW, HO MMeeTcs CMHAPOM PeliHo
B COYETaHWM C MOHO- UM NOIMOPraHHbIM NOpPaXeHueMm. Tep-
MuH Brepsble 6bin npeanoxeH G.P.Rodnan u R.H.Fennell
Jr B 1962 r. [3], a caMble paHHME OMMCaHKU4 3TOro cybtuna
CCO npunapnexat H.L. Abrams et al. [4]. B CCCP Bucuepans-
Hyto dopmy CCI B 1965 1. nepBoi onucana 0CHOBOMOMOX-
HWK M CO3AaTeNb OTeYECTBEHHOM LUKOAbLI UCCnenoBaTenei
cknepogepmun H.I Tycesa [5, c. 249-250]. Toraa xe eto 6bin
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npennoXxeH TEPMUH KMOHOOPraHHble CKNepoAepMMuYeckme
BUCLLEPUTbI», BKIOYAKOLUMIA POpMbl BONE3HU 6e3 KOXHbIX
NPOSIBNEHUIA 1 C MOPAXKEHNEM TONBKO OLHOTO OpraHa Uu cu-
ctembl [5, ¢. 249-250]. InarHocTnka 3Toro KAMHMYeCKoro Ba-
puaHTa B Te BpeMeHa NpeacTaBnsna onpefeseHHble C0XHO-
CTV M OCHOBbIBaNach Ha KIMHUYECKOM OMbITe BPaya, 04HaKo
nepsble knaccudmkaumoHHble kputepumn CCI, B KOTOPbIX OC-
HOBHOE 3HayYeHue NpMAaABaNoCh UHAYPATUBHLIM U3MEHEHUAM
KOXM, HE YAYYLIMAKM AAHHYIO CuTyaumio [6]. Jiuwb BBEAEHUE
B KJIMHUYECKYIO MPAKTUKY UMMYHONIOTMYECKMX UCCIIeN0BaHUIA
(obHapyxeHune CCA-cneunduryecknux ayToaHTUTeN — Kak npa-
BMNO, K TONOM30oMepase-| 1 aHTuueHTpoMepHbIx (ALA)) 1 ka-
NUNNSPOCKONUM NO3BONMNO CO3AaTh YCI0BMS AN pa3paboT-
KW KpUTepueB, KOraa AMarHoCTMKa 3abonesaHms y naLmMeHToB
6e3 ABHbIX KOXHbIX MU3MEHEHWIA CTana BO3MOXHa [7].

JlerouHas aptepuansHas runepteHsus (JIAN - npossne-
Hue CC[, natoreHeTnyeckn obyCcnoBAEHHOE MOpPaXeHWEM
MUKPOLMPKYASTOPHOTO pycna Nerkux. JHO0TeNnanbHas anc-
DYHKLMS, ABNAIOLWANCH €r0 NPUYMHON, NPUBOLUT HE TONbKO
K JIAI, HO M K LpyrMM NpU3HaKkam — cMHApoMy PerHo, auru-
TanbHbIM pybyMKaM, S3BOYKAM, HEKPO3aM, CKIepoaepMuye-
CKOMY noyeyHoMy kpu3y [8]. 3HaueHune JIAT ansg naumeHToB
¢ CC onpenenseTtcs CTpEMUTENbHBIM NPOrpeCcCMPOBAHMEM,
NpW ecTeCTBEHHOM TeYeHUW ObICTPO MPUBOLSALLMM K NeTasb-
HoMy ncxody [9]. 9To xapaktepHoe otamume ang JIAI npu CC,
pacnpoCTpaHAeTCa M Ha NaLUMeHTOB, nonydatowmx JIAI-cneum-
¢dunueckme npenapartsl [9], NporHo3 B AaHHOM Ciyyae onpe-
[LenseTcs paHHUM cTapToM Tepanuu. Yawe scero JTAT pa3su-
BAETCS B MCXOAE MaNOMaHUPECTHbIX GOPM, B TOM YMC/e Npu
BucuepanbHon CC, XOTa B OTAENbHBIX CTy4asX MOXET 06Ha-
PY>XMBATbCS M Yy NauneHToB ¢ anddysHon dopmoit [10].

B Hactoswwee BpeMs onybnMKOBaHbl MPOCNEKTUBHbIE KO-
rOpPTHble MCCNeAoBaHMs, MOCBALEHHbIe BUCLepanbHoi CCL,
O[LlHaKO NpefcTaBNeHHble B HUX LJaHHble MPOTMBOPEUMBBI, YTO
NPUBOAMT K AMArHOCTUYECKOM HeonpeneneHHoCTU. B nmeto-
Lenca nutepaTtype Mbl He 0B6HapYXXmnam paboT, NOCBALWEHHbIX
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IMArHOCTUKE, KNUHUYECKMUM MPOSIBNEHUAM U TEYEHUIO BUC-
uepanbHoi CCL, accoummpoBanHoi ¢ JTAT. Hawe nccnenosa-
H1e NOMOXET cHOPMYMPOBaATb HEKOTOPbIE BaXKHblE CyXae-
HWUS ONS KNUHUYECKOM NPaKTUKK, @ TakKe ANa LaNbHerwero
M3YyYEeHMs NATOreHeTUYECKMX OCHOB BapnabenbHOro pacnpe-
LleNeHns Kak KoXHoro/sucuepanbHoro ¢ubposa, Tak 1 no-
paxxeHMs MUKPOLMPKYASaUMM NpKU BCcex GOpMax M BapuaH-
Tax TedeHns CCA.

LUenb nccnenoBaHus — U3y4ymTb 0COBEHHOCTM AMATHOCTU-
KW, KTMHUYEeCKME NPOSBAEHMS M NPOrHo3 BucuepansHorn CCL,
accoummpoBaHHom ¢ J1AT

MATEPUAJIbl U METO/LbI

HacTosiee nccnegoBaHme COCTOUT M3 ABYX YacTel: oa-
HOMOMEHTHOrO (MoMNepeyYHOro) 1 NPOCNEKTUBHOIO C OLEHKOM
BbhknBaemoctu y 81 naumenTa ¢ JTAI-CCLL, aMarHo3 KoTopbiM
6bln ycTaHoBNeH B Hay4yHO-nccnenoBaTeNbCKOM MHCTUTY-
Te peBmatonorun nmenn B.A. HacoHosoit 8 2009-2021 rr.
BucuepanbHas CCL 6bina guarHocTMpoBaHa y 14 naumen-
TOB, IMMUTUPOBAHHBIA BapuaHT -y 63, auddy3Hbin -y 4.
B naHHOM paboTe OCHOBHOM rpynmnoi SBASAUCH MNaLMEHTDI
C BMCLepanbHoi hopMoit, B rpynny CONOCTaBAEHUS BKOYA-
JICb NAUMEHTbI C IMMUTUPOBAHHbLIM Cy6TUMNOM. 3@ BECb Nepu-
oA HabnaeHUs y NaUMEeHTOB NPeACTaBNEeHHbIX TPyNn KIUHK-
yeckas ¢Gopma He MeHsanack. OuarHo3 CCL, ycTaHaBnuBancs
Ha OCHOBAHMM AAaHHbIX 006CNef0BaAHMUS M KNACCUDUKALMOH-
HbIX kpuTepues CCH 2013 r. [7]. MauneHTaM, BKIOYEHHBIM
B uccnegosaHune go 2013 r, auarHo3 CC/, 6bin JOMOAHKU-
TeNbHO NOATBEPXKAEH.

[ng cTatuctMyeckoro aHanmsa npusHakos CCH, noMu-
MO Mofa 1 Bo3pacTa, cobMpanucb aHaMHeCTUYeCKMEe OaHHbIe
(LmTeNbHOCTL 6ONE3HM C NepBbIX NPU3HAKOB CMHAPOMA Peit-
HO, ANUTENbHOCTb OT Hayasa nNepBoro He-PeltHO Npu3Haka,
BpeMs ycTtaHoBneHus anarHosa CC), oueHmnBanach KNMHUYe-
ckas kaptuHa CCl, koxHbIn cyeT [11], AaHHbIE 1abOPaTOPHbIX
(0bwmit aHanu3 Kposu) n MMMyHonornyeckmnx (C-peakTus-
HbIi 6enok, aHT1Tena K Tonomsomepase-I n ALLA) Tectos. Tak-
)€ PacCUUTbIBANCA MHAEKChI akTMBHOCTM [12] u TaxecTm [13].

[ng pnarHoctnku JIAT BceM naumeHTam npoBefeHo 06-
cnefoBaHMe COMNACHO akTyanbHbIM HA MOMEHT BK/IOYEHMUS
Poccuiicknm pekomMeHOauMsaM No AMATHOCTUKE U NEYEHUID
JIAT [14-16]. OHa BepuduUMpOBanach Ype3BEHO3HOWM Ka-
TeTepu3aumen cepaua npu cneayrolwmMx nokasatenax: cpea-
Hee JaBfieHMe B NErOYHOW apTepum > 25 MM pT. CT., LaBNeHne
3aKIMHUBAHMS NEerovyHon apTepum < 15 MM pT. CT,, neroy-
HOoe cocyamcToe conpoTuBneHue > 3 eamuuy, Byaa. Y Bcex
naumeHToB ObIIM MUCKAOYEHbl ApYyrMe MPpUYMHbBI Neroy-
HoM runepTeH3un (JI1): nopaxeHue NeBbiX OTAEN0B Cepaua,
nerkmx, TpoMboduanu. NMauuneHTsl ¢ NpU3HakaMu cepaeyHo-
COCYAMCTOM KOMOPOUAHOCTU M MHTEPCTULMANBHBIMK 3abone-
BaHusaMuM nerkux (M3/1) no faHHbIM KOMMbBIOTEPHOM TOMOrpa-
OUN UCKTKOYANUCH U3 UCCIE0BAHMS.

[ng ctatucTnyeckoro aHanusa npossneHuin JIAI n3y-
Yanucb aHaMHeCcTUYeckue AaHHble (AMTeNbHOCTb OT Ha-
Yyana cMHapoma PeiHO [0 nepBbiX KAMHMYECKUX MpOSB-
nenui JNAT, BpAUTENBHOCTb OT Hayana NepBoro He-PenHo
CMHAPOMA [0 MepBbIX KIMHMYECKMX nposasneHunin JIAT,

BpeMS [0 yCTaHOBNeHus auarHosa JIA[ ¢ MoMeHTa ee nep-
BOro cuMnToMma), dyHKUMoHanbHbIM knacc (PK) no NYHA
M MPU3HAKM XPOHWMYECKOW CepAeyvyHOM HeLOoCTaTOYHOCTH
(XCH) Ha MOMEHT BK/IOYEHMS B MCCIe0BaHMe, CYET pucka
REVEAL [17], oueHunBanach knnHuyeckas kaptuHa J1AT, amc-
TaHUMS LWECTUMUHYTHOrO Tecta xoabbbl (6-MTX) ¢ oueHkon
ofblkK no bopry, nabopaTtopHble NoKazaTtenu (Mo4eBas Kuc-
nota n NT-proBNP), sxokapaunorpaduyeckme npusHaku, ces-
3aHHble C HeBNAronpUATHLIM UCXOA0M, NoKasaTenu QyHKUMO-
Ha/bHbIX IEFOYHbIX TECTOB — (GOPCUMPOBAHHASA XXM3HEHHAS
eMKOCTb Nnerkux, anddy3noHHas cnocobHOCTb Nerkmux u pe-
3y/bTaTbl YpE3BEHO3HOM KaTeTepm3aLmm cepaua.

Cratuctnyeckas 06paboTtka AaHHbIX NPOBOAMNACH METO-
[aMu HEMAapaMeTpUYeCKON CTaTUCTUKM (TeCT MaHHa — YUTHK),
pe3ynbTaTbl NpeACTaBNeHbl B BUAE MEAMAHbl U MHTEpKBap-
TmabHoro pasmaxa Me (Q,; Q,). BepkuaemocTb oueHmBanach
MeTofoM KannaHa — Malepa. Pe3ynbtaTbl CUMTANNCh 3HAUU-
MbiMK npu p < 0,05.

NccneposaHme onobpeHo Ha 3acefaHmm KomuTeTa
no 3Tuke Npu HayyHo-MccnenoBaTeNbCKOM MHCTUTYTE peB-
matonorum umenn B.A. HacoHoBoi N225 ot 3 nekabps 2015 .
Bce yyacTHMKM mccnenoBaHms nognucanu MHGOPMMUpO-
BaHHble cornacums.

PE3VYJIbTATbI

KnnHuko-nabopatopHas xapakrtepucTuka naumeH-
TOB npeacTaBneHa B mabs. 1. NauneHTbl ¢ BUCLEpaNb-
Hoi dopmoin CCL 6binn Monoxe, ANUTENbHOCTbL 3abone-
BaHMS Y HUX OblNa HECKONBKO MEHbLUE, OAHAKO pa3nunyuns
He Obln A,OCTOBEPHbBIMU.

[paKTMyecku y Bcex NauMeHToB UMeNcs CMHAPOM PeliHo,
npwv 31oM B rpynne numutmnpoBaHHorn CC yale oTMeyanunch
LUTUTaNbHbIE MILEMUYECKME HapYLWeHUs, pa3nnymsa npubnu-
aNUCb K LOCTOBEPHbIM. Ha MOMEHT BK/OYEHUS B UCCNeno-
BaHMe MaumeHTbl He nonyyanu JIAl-cneunduyeckyto Tepa-
MWK, NO3TOMY PaCcnpOCTPAaHEHHOCTb COCYAMCTbIX HAPYLLIEHWA
He CBfi3aHa C nx npueMoM. Cxoxas TeHAEHLMS OTMeYeHa Npu
HapyLeHUW NUIMEHTALMWU: CPeLiM NALMEHTOB C BMCLEepanb-
Hon dopmon CCL oHa oTMeyeHa TONMbKO y ABYX. YNIOTHe-
HWE KOXW Pa3MYHOMN CTEMEHM BbIPAXXEHHOCTU C HANNUYMEM
crnbaTenbHbIX KOHTPAKTYp OTMEYEHO TONbKO Y BOMbHbIX K-
MuTupoBaHHoi CCL. 3Tn napameTpbl Oblan BKAKOYEHbI B Xa-
paKTepUCTUKY MaLMEHTOB, MOCKO/bKY SBASIOTCS Knaccuye-
CKMMU nposiBneHnsaMu bonesxu, ons 6onee ybenutenbHom
HarNagHOCTU pa3nmymin. CnekTp CKNepoaepMUYecKnX aHTu-
Ten CyWweCcTBEHHO He pa3nnyancs, npeobnaganu ALLA, cBa3ak-
Hble ¢ JTAT, aHT1Tena k Tonomnsomepase-l 06HapyKeHbl TONbKO
y ABYX naumeHToB ¢ anmutupoBaHHon CCL. MHaekc TsxkecTu
0Ka3acsg AOCTOBEPHO BbIlIE Y MALMEHTOB C AMMUTUMPOBAH-
Hon CCL (p < 0,05), 4T0 CBS3aHO C HANMYMEM YMIIOTHEHUS, UH-
Lypaummn KOXM U AUTUTaNbHON ULEMUN.

Npu CpaBHEHMUM aHAMHECTUYECKUX, KITMHUYECKMX, UHCTPY-
MEHTaNbHbIX 1 N1aboPaTOPHbIX AAHHbIX, XapaKTEPU3YHOLLMX
NAT, HaMK He 6bINo BbIABMEHO abCONMOTHO HUKAKUX JOCTO-
BEPHbIX PA3NYMIn MEXAY UCCIenyeMbIMM rpynnamu (maba. 2).

HecmoTps Ha HEKOTOPYH pasHWUy B ANWUTENbHOCTU Te-
YyeHus u bonbllee BpeMs 40 MOCTAHOBKM AmarHosa, OK,
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Ta6nuuya 1. XapakTepuUCTUKU CUCTEMHOM CKIePOAEPMUU U ee
pasnuyus B U3y4aeMmblIx rpynnax
Table 1. Characteristics of systemic scleroderma and its
differences between the studied groups

Ta6nuua 2. XapakTepuUCTUKX NErOYHON apTepuanbHOW rmnep-
TEH3UM B M3y4YaeMblX rpynnax nauueHToB
Table 2. Characteristics of pulmonary arterial hypertension
in the studied groups of patients

Bucuepanb-  JlumutupoBaH- BucuepanbHas JIumutMpoBaH-
Mapametp Hag ¢popMa  Has popMa Mapametp tdopmMa Has (opMa
(n=14) (n=63) (n=14) (n=63)
Bospacr, net 48 (35;56) | 54 (49;63) HAL [lnuTenbHocTb € Havana . .
cuHppoma PeiiHo no JIAT, mec. 104 (46; 234) | 144 (60;260) | Ha
XeHckuid non, n (%) 12 (86) 60 (95) HAL
JlnuTenbHoCTb € nepeoro . .
InvrensHoctb CCJI ¢ Havana 133 179(98;265) | wa He-PeitHo cumnToma Ao J1AT, Mec. 77(12;58) 61,(26;135) HA
cuHapoma PeitHo, Mec. (87;248) ’
1 @ Bpems ycraHosnetu
JMTENbHOCTD C nepeoro . . nmarHo3a JIAT ot ee 30 (16;47 19 (10; 46 HIL
He-PeliHo cumnToma, Mec. FO el U | SOOI | G nepBoro CMMNTOMA, Mec. ( ) ( )
Bpems 0 ycTaHOBNEHWS AMarHo3a 113 . MK Ha MOMEHT VCTaHOBNEHUS . .
CCA, mec 63:240) | 15002400 | wa | AT 3(2,4) 33 |
V] 0,
CI/IH,CI.pOM PeiiHo, n (A) 13 (93) 63 (100) HA ﬂg:izizza(fﬂHﬂlaax%p;:ﬂAr 12 (86) 46 (73) i
QurvranbHble 53804Kw/py6UmKkm, n (%) 2(14) 26 (41) H, J
Bpems oT nocTaHoBKM AuarHo3a . .
Ocreons, n (%) 2(14) 11(18) HA CE& 10 Bepudmkaum JIAT pwew | 10(0:131) 1 93 (3;1804) | wn
Kaneunos,n (%) @) L@ | W1 Caer pucka JIAT (REVEAL) 1E15) | 10813 | wa
HapyweHue nurmenTauum, n (% 2(14 28 (44 H
i ! (% (4 ) A Ogpiwka, n (%) 14 (100) 62 (98) HA,
TeneaHruaktasuu, n (%) 10 (71) 60 (95) HO,
06mopoku, n (%) 2(14) 5(8) HL,
CknepopakTvnus, n (%) 0 34 (54) 0,001
0,
MnoTHbIN oTeK nanbLes, n (%) 0 29 (46) 0,001 ) S Wi KA
KoskHblif cueT 0 4(2;6) 0,001 6-MTX, M 340 (35;471) | 376 (256;409) | HA
Aptputbi, n (%) 0 3(5) HAL Likana bopra 45(3,0;80) | 40(30;50) | Ha
CrubatenbHbie KOHTPaKTYpbl, N (%) 0 52(51) | 0,001 MoueBast KHCTOTa, MKMOMb/f1 466 (352; 607) | 439 (355;536) | Hn
[unotoHus nuwesoga, n (%) 10 (71) 62 (98) H, 2671 1152
" WIrpEEN g (621;5008) | (313;3886) | “A
lemornobuH, r/n 121: 154 134 (124;147) | Hn
(121;154) Ixokapauorpadms:
Neikouutbl, x10° 8,1(7,0;9,0)| 69(54;86) | Ha e npaaozro SARLRAGS) | ARSI | T
npeacepans, cM
, 275 * BbINOT B Nepukapsae 14 (100) 45 (72) HI,
Tpombouurel, x10 (11; 320) | 22> (180:290) | wn « TAPSE/CLNA 0,14(0,13;0,26) | 017(0,13;0,29) | Ha
€03, Mm/4 10 (2; 20) 11 (6; 30) HA, Karerepusauua:
o 1NN, MM pr. cT. 7(5;17) 6 (4;11) H,
CPb, Mr/an 47(3,1;8,0)| 41(1,2;9,3) | Ha o cpIJIA, MM pr. cT. 50 (45; 57) 51 (42;56) HA,
o [13/1A, MM pr. cT. 11(7;13) 8 (5;10) HI,
AUA, n (%) 7(50) 44 (70) HL + (B, n/MuH 42(28;56) | 43(35:55) | wa
N B 9,0 (6,7;11,7) | 10,2 (6,7; 12
Anti-Scl-70,n (%) 0 209) Ha CC, enurmub Byna 0(6,7;11,7) | 10,2(6,7;12,6) | Ha
0, . .
MHAeKC aKTMBHOCTH 2,5(1,5;3,0)| 2,5(1,0;30) | Ha OKE/, % 104(88;110) | 96 (87; 106) HA
MpeKc TaecTn 5(47) 7(5:10) | 0,04 Ach, % 51(29;60) | 45(34,56) | A

lpumeyarue. CCL, - cuctemuasn cknepoaepmus; CO3 - ckopocTb 0ceaHns IpUTPOLIMTOB;
CPB - C-peakTuBHbIit 6enok; ALA - aHTULEHTpOMEpHble aHTuTena; Anti-Scl-70 - aHTuTena
K Tononsomepase-| (npotvs Scl-70); HA — pa3nnuunsa He focToBepHsl (p > 0,05).

lpumeyarue. AT - neroyHas aptepuanbHas runepreHsus; K — GyHKUMOHaNbHbIN Knacc;
XCH - xpoHuueckas cepaeyHas HepoctaTouHocTb; CCLL — cucTemMHas cknepoaepmus;

6-MTX - ancTaHUmMs WecTMMUHYTHOrO TecTa xoAbbbl; TAPSE — cuctonnueckas akckypcus

Konblia TpexcTBopyatoro knanaHa; CJIA - cuctonuyeckoe AaBneHue B IErOYHOM apTepuu;
JNM - nasnenue B npasom npeacepanu; cpl/1A - cpefHee faBnexne B N1€roYHOM apTepuu;

npu3Hakn XCH Ha MOMEHT NOCTaHOBKM AMArHo3a U cyeT pu-
cka JIAT He pa3nunyanuce. KnuHnyeckme nposgsnenuns JIAT
B 06enx rpynnax Takxe coBrnafanu. Y naumeHToB C BUCLE-
panbHOW GOPMOIM HECKONbKO MEHbLUIEN OKa3anacb AUCTaH-
ums 6-MTX, Bblle ypoBeHb MoYeBOM KMcoTbl n NT-proBNP.
Mo AaHHbIM 3xoKapamorpadmu, BbINOT B NOMOCTU Nepukap-
[a obHapyxeH y BCex mauueHToB C BucuepanbHon CCL,
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[3N1A - naBneHve 3akiuHMUBaHKs neroyHoin aptepuu; CB - cepaeutsiit Bbibpoc; JICC - nerouy-
Hoe cocyauctoe conpoTusnermne; ®XES - GopcrpoBaHHas Xu3HeHHas eMKOCTb Nerkux;
LCN - anddy3noHHas cnocobHOCTb NETKUX; HA, — Pa3Nnyns He LOCTOBEPHbI.

B TO BpEMS KaK NAoLaab NpaBoro npeacepams bbina HesHa-
YMUTEeNbHO MeHblie B rpynne ¢ numutmuposanHon CCL. Mpwu
MccnefoBaHMKU LEHTPANbHOM reMOAMHAMUKM 3HAYUMBbIX Pa3-
NNYMi He 0bHapyxeHo. JleroyHble 06beMbl Bbiin B Npeaenax



HOPMbI Yy BCEX MALMEHTOB, B TO XKe BpeMs HapyLleHus Auddy-
3MOHHOM CNOCOBHOCTM Nerknx 6blan BbipaKeHHbIMKU (Maba. 2).
MeaunaHa HabnwaeHWd nauMeHTOB cCocCTaBuna
68 (39; 111) mec. 3a 310 BpeMS 3BONOLUUN KIUHUYECKOWM
dopMbl 1 Bonbwent yactn npossneHuin CCI He oTMeyeHo.
[poaHanM3npoBaHa BbKMBAEMOCTb BK/KOUYEHHbIX B UCCNe-
[oBaHWe nmauneHToB. B rpynne ¢ BucuepansHoi CCL oHa
pasHanacb 63 (40; 99) mec., ¢ AMMUTUPOBaHHON — 69 (36;
116) mec., pa3nunums He [OCTOBEpPHbI (pucyHok). K MOMeH-
TY OKOHYaHWS nccnenoBaHus B rpynne sucuepansHoi CCL,
ymepnun 11 yen. (79%), numutupoBaHHon - 41 (63%).

Hamun He NpoBOAMNCS perpecCMOHHbIM aHanm3 ANns BbisiB-
NEeHWs NPU3HAKOB, CONPSKEHHbBIX C KAKOW-TMOO0 KIMHUYECKOM
dopmoirt CCL, nockonbky pasnmums mexay rpynnamu bbinm
HEe3HaYMTeNbHbIMU, YTO NMOATBEPXKAAET HaLly FMMNoTe3y O KAn-
HWUYECKOM, UMMYHONOTMYECKOM U NPOTHOCTUYECKOW CXOXKECTH
[ByX paccMaTtpmaeMbix cy6tnunos CCL.

OBCYXOEHUE

JTAT = xun3Heyrpoxatowee npossneHne CCH. M3yyenune
3TOW Npob/ieMbl HanpaBNeHO Kak Ha MOMCK HOBbIX MmaTtore-
HETUYECKMX MEXAHU3MOB, TaK W Ha BbIIBJIEHUE KITMHUYECKMX
aCCoUMALMNM, SBNSIOLLMXCS HE TONbKO OAMArHOCTMYECKMMU
MoaensMu, Ho U daktopaMu nporHo3a. OcobbiM BapuaHTOM
CCA, cknoHHbIM K pa3sutuio JIAT, aBnseTca BucUepanbHas
hopMma, UK, Kak ee Ha3blBaAKOT aHM10s3bIYHbIE aBTOPbI, CKIle-
poaepmusa 6e3 cknepogepMbl. Elle B cepeamHe npownoro
Beka H.I. [yceBa onucana 3toT cy6tmn B KHKre «KonnareHo-
3bl», B KOTOPOM YyXKe Toraa 6bilo 0OTMEYEHO, YTO 3TOT KAWMHU-
yeckumit BapuaHT CCL, «kak 6bl NoAYepKMBAET M3BECTHbIN aH-
TaroHM3M MK, BO BCIKOM C/ly4ae, OTCYTCTBME napannenmsma
MeXay BblpaXKEHHOCTbIO BMCLEPANbHBIX M Nepudepuyeckmx

PucyHok. BbXMBaeMOCTb NALIMEHTOB C JIEFOYHOW apTepuanbHoOM runepTeHsmen /
CMCTEMHOW CKepoaepMueit B 3aBUCMMOCTM OT KIMHMUYECKOM hopMbl
Figure. Survival rates in patients with pulmonary arterial hypertension / systemic

scleroderma according to the clinical form
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nposBneHuin 6onesumn» [5, ¢. 249-250], 4To MOXHO TPaHCAK-
poBaTb M Ha mogenb JIAI-CCL, B uenom.

[lo BHeapeHusa knaccudukaumMoHHbix KpuTepues CCL
2013 1. 1 UMMYHOIOTMYECKMX TECTOB B 06s13aTe/bHble 3Tarbl
AvarHocTmku J1II NpeanonoXmTeNnbHO Y CyLWeCTBEHHOW A0/
NauneHTOB cMcTeMHOe 3aboneBaHne He 6bl10 pacno3HaHo.
Kak yka3sbiBaet L. Cavagna et al., cpean naumeHTos c JIAT co-
XPaHSEeTCs BbICOKAs 4acToTa HeBepundULMPOBAHHbIX Cy4Ya-
eB CC/, ocobeHHO Koraa KOXHble MPOSBNAEHWUS MUHMMASbHbI
unu otcyTcTBYHOT [18]. MIMetowmincs y Takux NaUMeHTOB CUH-
LpoM PeliHO MOXeT 6bITb MCTONKOBAH HEBEPHO (@KPOLMAHO3),
WM He ocyulecTBneHa ero anddepeHumanbHas AMarHoCcTmKa,
BK/IIOYAOLLAs 0653aTeNbHble MMMYHONOMMYECKMeE TecTbl U Ka-
nunnspockonuio. JedekTsl B cOope aHaMHe3a Toxe UrpatT
3HAUYUTENBHYIO POSb, MOCKOMbKY ANMUTENbHbIA NepuUos M30au-
pOBaHHOro cMHApoMa PeliHo MoxeT BbITb HEBEPHO MHTEPMpE-
TMPOBAH Kak BpayoM, Tak W naumeHToM. B oTcyTcTtBue BHU-
MaTenbHOro 0CMOTPa (MOMCK TeNeaHTMIKTa3UM, AMTUTaNbHbIX
ULLIEMUYECKMX HAPYLLEHWI) U NPUBNEYEHWUS AOMOAHUTENbHbIX
MeToL0B 06CnenoBaHMs (KanMANSpOCKONUM U OnpeaeneHus
cknepogepmmyeckmx cneunduyeckmx aHtuten) nebrort CCL
6yaeT nponyLieH 1 He CO34aAYTCSH ONTUMabHbIe YCNOBUS ANs
Bepudukaumm JIAT Ha paHHMX cTaamsax. Cxoxume pesynsTathl
MOAYYEHbl B HALLEM MCCNEA0BAHMM, KOTAA Y MONOBMHbBI MaLM-
eHToB anarHoctmka JTAI n CC ocylecTBasnach NpakTMyecku
O[LHOBpEMEHHO (pa3Huua coctaBuna 10 gHei), npy 3TOM Ain-
TenbHOCTb OT Aebtota cuHapoma PeltHo 1 nepBoro He-PeiHo
cuMmnToMa Bbina CyLLecTBEHHOM U JOCTOBEPHO He pasnnyanach
B CPAaBHEHWUM C IMMUTUPOBAHHOM GopMoi (maba. 2).

NHTepeceH Bonpoc o koHuenuun Teyenus CCH Ha 3Ta-
ne fo pa3sutus JIAT kak MeasleHHO NPOrpeccupyoLLero Xpo-
HWYeCKoro BapuaHTa H6one3Hu, peannsyeMoro y nauMeHToB
C OTCYTCTBMEM WAW MUHUMANbHOM BbIpAXXEHHOCTbIO (u-
6pO3HbIX M3MeHeHMH. OWMBOYHON SBNS-
€TCS TPAaKTOBKA ObICTPOro pasBUTUS CUM-
ntomoB JIAT (npeuMyLLecTBEHHO 3a cyeT
XCH) kak nepexofa XpoOHMYEeCKoro Teve-
HMS B BbICTPONpPOrpeccupyioLLee, KOTOpbIM
B AAHHOM cniyyae asnsetca JIAT, yto nmeet
dbopManbHoe BblpaxeHWe B cTpaTndumka-
LuMn ee pucka, B To BpeMs kak CCJl octaeT-
€ XpOHMYecKkom. B Hawen koropte naum-
eHToB MK 1 cyeT pucka HebnaronpuaTHbIX
MCXOLOB Ha MOMEHT MOCTaHOBKM AMArHO3a
B MCCNeayeMmblX rpynnax He pasnuyanuce,
npu TOM 4TO BpeMd A0 KaTeTepu3auuu
oT nepBbIX cMMNTOMOB JIAT 66110 HECKONb-
Ko 6onblue (MeanaHa 30 Mec.), yem B rpyn-
ne numuTmuposaHHon CCL (mabn. 2).

Kak coobuwanocb paHee, BuUCLEpanb-
Has dopma CCA, nnm cknepopepmus 6es
cKnepofepMmbl, Bnepeble Oblna onucaHa
H.L. Abrams et al.B8 1954 r. [4]. lo 2000-x rr.

" I'Iy6J'II/IKOBaJ'Il/ICb OonucCaHna oTaeNnbHbIX Kn-

0.0 1 1 1 1 1 1 1
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Bpems, Mecsubl

CCJ - cucTeMHas cknepofepmus.

1 1 )
180 200 220

HUYeCcKMX Cy4aes, a nocne cTaau noss-
naTbca paboThbl, NOCBALEHHbIE 0CODEH-
HOCTSIM 3TOrO KNMHM4Yeckoro deHoTnna
(maén. 3) [19-26].
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Ta6nuua 3. JlutepaTypHble faHHblEe O BUCLEPANbHOM CUCTEMHOM CKIEPOAEPMUM

Ta6nuua 3. Literature review on visceral systemic scleroderma

e LTS enr s by Mo seocs M0
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C.P.Simedn-Aznar et al. [21] 67/916 (73) 53,2 15 l}"]i?; 2359 SﬁiluZxO4 120
R.G. Marangoni et al. [22] 79/947 (8,3) 46,1 24 ﬂiﬁi 2537 ?Acl.ll-gzoﬂi 28

S.Diab et al. [23] 27/1417 (19) 56,4 11,2 30 on e S/ilu/7\06%)7
C.Tolosa-Vilella et al. [24] 118/1326 (89) 50 16 ;M13A);;: 222 S/ilLl104 173
R. De Angelis et al. [25] 61/1808 3,4 55,8 2 Mﬁ/i]r:: 368 5&107 192
A. Lescoat et al. [26] 376/4263 (8,8) 55,3 28 }Iqlzngsg SACIEL/ZO(,Z_

lpumeyanue. NNAT - neroyHas apTepuanbHas runepteHsus; M3J1 - nHtepcTuumManbHble 3abonesaHus nerkux; ALLA — aHTULeHTpOMepHble aHTUTena.

* Mo paHHbIM 3X0Kapanorpadum.

B nccneposanmnn H. Poormoghim et al. [19] cpeau
556 6onbHbix CCL, 8,6% mnmenn BucuepansHyto dopmy. lemo-
rpaduyeckue AaHHble, KIMHUYECKas KapTUHa, MMMYHOOMMYec-
Kne 0COBEHHOCTM M NPOrHO3 Y HUX ObIIM CXOXKM C TaKOBbIMU
npv AauMuTMpoBaHHon Gopme CCL. B Heckonbko pa3 MeHblUen
0Ka3anacb pacnpoCTpaHeHHOCTb 0bCyxaaeMoro cy6Tvna B He-
MeukoM pernctpe naumnentos ¢ CCI (13 1483 tonbko y 22 o1-
CYTCTBOBAIO KIIMHUYECKM SBHOE YMIOTHEHUE KOXM), TEM HE Me-
Hee aBTOpbl BbISBMAK aHanornyHyto teHaeHuumio [20]. B o xe
Bpems 67 6onbHbix CCL, 6e3 cknepogepMbl U3 pernctpa Mcna-
HUKM 1 79 — 13 6a3bl LaHHbIX 6PA3UNBCKMX PEBMATONOIOB OT/IU-
YaNUChb OT TAaKOBbIX C IMMUTUPOBAHHOM opMoit Honee YacTbiM
BOBJ/IEYEHWEM B MPOLLECC CepPALA U MeHbLUEel BCTPEYAEMOCTbIO
TeNeaHrnaKTasnii, YacToTa BbISBNSEMOCTU cybTMNa 6e3 ynnoT-
HeHWs KoK coctaBuna 7,3 n 8,3% cootBeTcTBeHHO [21, 22].

Mpu aHanu3e nNpeacTaBAeHHbIX B NyOAMKALMAX LAHHbIX
obHapyxeHbl 1 apyrue npotueopeyus. S.P. Toya u G.E. Tzele-
pis B aHanuse 2009 r. 108 onybnmMKoBaHHbIX paHee Clyvaes
0OHapyXunu, 4To BCTPEYAEMOCTb aHTUTEN K TOMOU30Mepa-
3e-|, MU3BECTHbIX CBOEW BbICOKOM accoumaumen ¢ andaoys-
Hor dopmow CCH, npupasBHMBanach no yactote k ALIA [27].
Mbl He BHecau 3Ty nybaukaumio B NMOAPO6HbIM aHanm3
(mabn. 3), nockonbKy OHa 6onblie COOTBETCTBYET 0630py An-
TepaTypbl, HEXENU OPUTMHANBHOMY UCCNEeLOBaHUI0. MOXHO
NpeanonoXunTb, 4TO NPeacTaBAEHHbIe pe3ynbTaTbl CBA3aHbI
C BK/IOYEHMEM B U3yYaeMyH rpynmny NaLMeHTOB C ManeHbKow
LNVTENbHOCTBIO HAbNOAEHNS, KOTAA TMMUTUPOBAHHBIA MK
onddy3HbI cybTUn ewe He copmupoBancs. B paoe ny6-
MKAUMIA OnucaHbl cnyyYam TpaHchopMaLmMu BUCLEPAbHOWM
GOpMbl B IMMUTUPOBAHHYIO, 3apErnCTPUPOBAHHbIE B X04€
HabnoAEHUS, XOTA UCKIYUTL MeasIeHHOe pa3BuThe dub-
po3a MAM KAUMHUYECKM HE BbIpAXKEHHOE YMIOTHEHUE KOXM
HeBo3MOXHO [19, 21, 22].

C 3101 No3nuMmM 6ONbLWON MHTEpEC NpeacTaBseT ucce-
nosaHwue S.Diab et al. [23], B kOTOPOM B X0A€e NPOCMEKTUBHOIO
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9-neTHero HabntoaeHUs 0BHaPYKMBANMCh NALMEHTbI C Nepe-
X04OM U3 ofiHOW (OpMbI B Apyryto. B 370 MHOroueHTpoBoe
uccnenoBaHue obiiv BkAoUeHbl 1417 6onbHbix CCI, 1 Ha MO-
MEHT NepBoro BM3nTa y 57 13 H1x dopma 6bina onpegenexHa
Kak BucuepanbHas. Yepes 1,9 (1,0; 3,0) rona npocnekTMBHO-
ro Habnogeruns y 30 13 HUX YNIOTHEHWE KOXM CTaNno SIBHbIM
M OHU BblIK peknaccdUUMPOBAHbI Kak NaLMEHTbl C TUMUTU-
posaHHoi CC. TaknuM 0b6pa3oM, UCTUHHASA PacnpOCTPaHEH-
HocTb BMcLepanbHov CCLL B naHHOWM KoropTe pasBHanach 1,9%
(ma6n. 3). ConoctaBneHne 3TMx NauMeHToB C IMMUTUPOBAH-
HbiMKn BapuaHTamu CC[l He BbISSBUNO pa3nuuunii B BO3pacTe,
NPOLOMKUTENBHOCTM 3a60NEBAHUS, KNUHUYECKME NpOsIBNe-
HWS TaKXe OTAIMYANMCh Mano. Y NauMeHToB C IMMUTUPOBAH-
HbIM MOPaXXEHUEM KOXM Yallle onpenensncs cuHapoM PeiiHo,
LUTUTaNbHbIE MILEMUYECKME HapYLUEHWS, KaNlbLMHO3, Tene-
QHIM3KTA3UK, TUNOTOHMS MULLEBOAA U CUMITOMbI NMOPAXEHUS
KMLLEYHMKA, apTPUTbl U MUO3WT. B CnekTpe aHTUSAEPHbIX aH-
™MTen B 0beunx rpynnax npeobnagann ALA, uto coBnagaet
C pe3ynbTaTamMu Halero 1M 60MblUMHCTBA ApYrUX UCCIefoBa-
Hui. C. Tolosa-Vilella et al. [24] Takke nokasanu 4OCTOBEPHO
MeHblLee YUMo A3B Y NaumeHToB ¢ BucuepanbHon CCI, a Tak-
e OTCyTCTBME CBS3M ux passutma ¢ JIAI u ckneponepmumye-
CKMM MOYEYHbIM KPU30M. ITO 3aK/IIOYEHME CXOXKE C HALUMMMU
pe3ynbTatamu, B TOM uncie onybamkoBaHHbIMK paHee [28].Te-
Hepann3aumsa CoCyanCcToro CMHAPOMA, PAa3BUTUE TSHKENbIX 938
M HEKPO30B BO3MOXHbI JIULLb MPWU HANUYMM PACMPOCTPaHEH-
HbIX MHOYPATUBHbIX U3MEHEHUI KOXW. [JaHHas ocobeHHOCTb
CBMAETENbCTBYET O BAPUATUBHOM BAMSHUM NATOFEHETUYECKMX
nyten CC Ha pa3BuTME KIIMHUYECKMX CUMATOMOB, YTO Aena-
€T HEBO3MOXHbIM MPUMUTMBHOE pacrnpeneneHme nposBaeHuit
CCA Ha ncknunTenbHO GUBbpPO3HbIe, COCYANCTbIE MW BOCMA-
NWUTENbHbIE, BAMAS B TOM YMCIe Ha TepaneBTMYeckue NoAXOabl.

B coobuweHun R.De Angelis et al. cobpaHbl gaHHble
0 1808 naumeHtax ¢ CCH n3 utanbgHckoro permcrpa Sys-
temic sclerosis PROgress INvestiGation (SPRING) [25].



BucuepanbHasg dopma onpeaensinacs No OTCYTCTBUIO KOXXHOIO
cknepo3sa v (Mnu1) 0TeYHOCTM NanbLes 1 Obina BepuduLMpoBa-
Ha Tonbko y 61 (3,4%) nauueHTa. MiccnegoBaHue nokasano, Yto
BUCLepanbHas GopMa oTanYaeTcs 6oMbluei NPOAOIKUTENb-
HOCTbIO CMHAPOMA PeiiHo, HU3KOW fLoNern AUruTanbHbIX pyoun-
KOB 1 nepudepunieckmx MMKPOCOCYAUCTbIX HApYLLEHW, 3 TaK-
e nosblweHHon AUA-no3uTuBHOCTbIO. B aTol rpynne JIAT
6blna BeEpUGULIMPOBaHa ToNbKo Y 3 (5,9%) naumeHToB.

Ewe oaHO kpynHOe wccnepnoBaHue, nMpeTeHaylollee
Ha 3KCNepTHOe, OCHOBAHO Ha MexAyHapoaHoM 6a3e faHHbIX
EUSTAR. CCLL 6e3 cknepogepmbl onpenensnacb no ovcyT-
CTBUIO GUOpPO3a KOXM (KOXKHbIM cyeT = O u OTCyTCTBME CKNe-
pOAAKTMAMM) NPU BCEX AOCTYMHbIX noceleHunax [26]. Cpeam
4263 nauMeHToB, COOTBETCTBYHOLLMX KPUTEPUSM BKIIHOYEHMS,
376 (8,8%) bblnn KnacCMGULMPOBAHbI Kak NaLMEHTbI C BUC-
uepanbHon Gopmoit. OgHako cpeom Hux y 40,3% 6bin oTek
NanbLEB, YTO NMPUHATO OTHOCUTb K MOPAXEHMUIO KOXM [7], — Ta-
KMEe paCXOXAEHMS YacTo BCTPEYAKTCS B 3TOM UCTOUHMKE My-
6nukaumit. Y naupnentos ¢ CC, 6e3 cknepoaepmbl Habnoaa-
Nacb MeHbLIAN pPacNPOCTPAHEHHOCTb NPEALIeCTBYOWMX UK
TeKywmx 438 nanbues (28,2% npotmue 53,1% npu numntu-
poBaHHo# (p < 0,001) n 68,3% npu anddysHoi (p < 0,001)),
aptputoB (16,9% npotnB 24,3% npu AMMUTUMPOBAHHOM
(p < 0,01) n 30,8% npu pnuddy3Hoi (p < 0,0001)), a Takxke
npu3Hakos JII Ha 3xokapanorpamme (15,2% npotvs 23,9%
npu numutnuposanHoi (P < 0,01) n 28,7% npu auddy3Hoi
(p < 0,0001)). HecMoOTps Ha OAMHAKOBYH LAUTENbHOCTb, aK-
TUBHOCTb 3a6011€BaHMS NPK KOHTPOJIbHOM BM3UTE (N0 MHAEK-
Cy aKTMBHOCTK 3abonesaHunsa EScSG 2001 n 2016 rr) 6bina
HUKe MpW BUCLLEPANbHOW MO CPaBHEHUKO C TIMMUTUPOBAHHOWM
n onddysHor dopMaMm, YTO CO3BYYHO HALLUM pe3ynbTaTaMm.

Hanpotus, pacnpoctpaHeHHocTs M3J1 Bbina noytv oam-
HakoBown (49,8 n 57,1% (P = 0,03)), HO 3HAYMTENbHO BbIWE
npu anddysHoi (75,0%, p < 0,0001). 310 obbICHAETCH MMe-
IOLLEVCS CBSA3bIO C BKIOYEHHBIMU B rpynmny BUCLEPAbHOWM
CCLL naumeHTaMum € OTEKOM NanbLEB, KOTOPbIE, MO CYTH, ABAS-
0TCS IMMUTUPOBAHHBIMK MO KOXHOMY cMHApOMY. ALLA yaue
6blIM NO3UTUBHBIMKU MU BUCLepanbHoi (61,7%), yeM npwu
AMMUTMpOBaHHOM (41,9%, p < 0,0001) n anddysHon CCL
(16,3% p < 0,0001), Torga Kak NpOTMBOMNOJIOXHOE pacnpene-
neHne Habnwganoch ansg aHtmuten Scl-70. EABMHCTBEHHbBIM He-
33aBMCUMbIM GAKTOPOM BO3HMKHOBEHWS DMBPO3a KOXM Bbla
MONOXWUTENbHANA peakLUmsa Ha aHTUTena K Tonousomepase-|
(oTHOweHwue waHcoB 3,078; 95%-i [oBEpUTENbHbLIN UHTEP-
Ban 1,227-7,725; p = 0,02). Takum 0bpa3om, aBTOpbl AaH-
HOW NyBAMKALMM CMELUMBAIOT MOHATUE KAMHUYECKON dop-
Mbl C pa3BuUTMEM 3aboneBaHns 1 NpoLeccoM GOPMUPOBAHMS
cybTMna, ABUXKEHME KOTOPOro, KCTaTh, BO3MOXHO B 0b6e CTo-
pOHbl. BbknBaeMoCTb nauneHToB ¢ BucuepanbHon CCL,
B 3TOV Ny6AMKaLMK BblNa 3HAYMTENBHO BbILLE MO CPABHEHMIO
C maumeHTamm ¢ numutnposaHHoi (p < 0,05) n anddysHow

(p < 0,0001). Ewe ooHOM 0COBEHHOCTBIO AAHHOMO perncrpa
ABNISETCSA NPAKTUYECKM MOTHOE OTCYTCTBME naumeHTos C JIAT,
MOCKOJbKY 33 PyBEXOM 3TUM COCTOSHUEM 3aHUMAKOTCA MNpe-
MMYLLECTBEHHO MYJbMOHONOMN W Kapauonoru [29].

BakHbIM BOMPOCOM SBASIETCS pacnpoCcTpaHeHHoCTb JIAT
B 0bcyxpaemoM cybtune CCA, Mo nmerowmmcs onybamnkoBaH-
HbIM MCCNEeL0BaHMSAM, PACCMOTPEHHbIM Bbllle W NpeaCTaB/ieH-
HbIM B mabn. 3, yactoTa JIAI BapbupoBana ot 6 no 26%. Mpu
3TOM eCTb OnpeAeneHHas 3aKkOHOMEePHOCTb MeXay AAWTeNb-
HOCTbt0 HabntoaeHus 1 yactoton JIAT K npuMepy, No AaHHbIM
R.De Angelis et al., rae 3a 3 roga JTAl pa3sunacb npubansu-
TenbHO y 6%, B OTIMYME OT pe3ynbTaToB MccenoBaHus H. Poor-
moghim et al., rae npu anutensHocTn HabnoaeHns 18,6 roaa
JTAT BbisBngnach y 23% naumeHToB. XOpoLwo 13BeCTHO, YTo JIAT
yallle BCero aBnseTcs no3gHum npossnexdnem CCL.

Mpu aHanuse onybaMKOBaHHbIX B HACTOsILLEe BpEMS AaH-
HbIx pernctpoB JIA npu xapakTtepuctuke naunentos ¢ CC
(ecnu Takas MMeeTcs) BbIAENSIOT UL iBA BapuaHTa — And-
by3HbIV U IMMUTUPOBaHHbIN [30-35], 4To 0BYCNOBNEHO HYM3-
KOW BOBNIEYEHHOCTbID PEBMATONOrOB B 3Ty npobnemy [29].
Ewe onHa coBpeMeHHas TeHAeHUMsa B knaccudukaumm JIT
npu CCA - K yBeNMYEHWUIO AOAM NALMEHTOB C AUDPY3HbIM
nopaxeHnem Koxu [36]. MpuunHoit nofLobHoM oWwmnbKM 9BnS-
eTCs AnarHocTmka npekanunnapHoi JIATy naumerToBs ¢ M3J1,
umetomx JII Kak OCNOXHEHMe, TaK KaK 3TO BUCLEpanbHOe
nposieneHne CCL 6onee xapaktepHo ans Auddy3HOM Km-
Huyeckor dopmbl [37].

3AKJTIIOMEHME

TakuMm 06pa3oMm, HaW aHanu3 AByx Cy6TMNOB MaLMEHTOB
no3BOMMA akTyanusnposaTtb GeHoTtvn JIAT npu BucLepanb-
Hol dopme CCL, KOTOpbIN B NEPBYH O4epenb XapakTepusyeT-
€S NPOAOMKMUTENbBHBIM MEPUOAOM M30MPOBAHHOIMO CMHAPOMA
PelHO, CHUXXEHMEM YaCTOTbl NepUdGepUHECKMX COCYAUCTbIX Ha-
PYLUEHWIA, B TOM YUC/IE ULWEMMYECKOTO XapaKTepa, 1 MO3UTUB-
HocTbto No AUA. CpaBHUTENbHBIM aHANM3 XapaKTePUCTUK Kak
CCLA, Tak n JIAT neMoHCTpUpYeT CXOXKeCTb NPOsBAEHMI, Npo-
FHOCTMYECKMX 3HaKOB M COBCTBEHHO BbIKMBAEMOCTU, HECMOTPS
Ha OTCYTCTBME KNaccuyeckux Ans 3aboneBaHus sBneHuin du-
6po3a. Hawe nccnepoBaHme He 06HAPYXMI0 CBA3M BbIPAXKEH-
HocT JIAT n nepudepnyeckmx CoOCyauCTbIX HapyLUEHWH, YTO
CBMAETENLCTBYET 06 OTCYTCTBMM Mapanfiennsma BblpakeHHo-
CTV BUCLLEPANbHBIX U Nepudepuyecknx NpossneHnin bonesmu,
a Takke 0 BapuabenbHOM pacnpeneneHun NatoreHeTUYeckx
MeXaHW3MOB MUKPOLMPKYNSTOPHbIX HAPYLUEHWIA, BOCMANEeHMS
n dnbpo3a, KOoTopble HEOBXOAMMO YUYUTLIBATL MPU peLleHnn
[LMArHOCTUYECKMX M TepaneBTUYECKMX 3aAau.
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