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OCOBEHHOCTHU NEPEKPECTHOM ®OPMBI
CUCTEMHOMU CKJIEPOAEPMUU C PEBMATOUOHbBIM
APTPUTOM (CCA-PA OVERLAP-CUH/IPOM)

0O.B.Jlecunosa, M.H.Cmaposoiimosa, U.A.lycesa, A.A. Hoéuxos, E.H.Anrexcanoposa, H.I'.Iycesa

T'Y Uuemumym peemamonoeuu PAMH, Mockea

Pe3ztome
Heab. BeisiBUTH KIIMHUKO-1a00paTOPHBIE, UMMYHOJOTUYECKNE U UMMYHOTEHETUYECKUE
0COOEHHOCTU MEePEKPECTHOM (HOPMBI CUCTEMHOM CKIIEPOJEPMUM C PEBMATOUAHBIM apT-
putoMm (CCII-PA).
Marepuaa u meroabl. ObcienoBanbl 32 6oabHbIX ¢ CCH-PA (1 myx. u 31 XeH.) B
Bo3pacrte oT 22 10 74 jet, ¢ HayaioM 3a0ojieBaHUs B Bo3pacTte oT 18 mo 69 ner, min-
TEeJHOCTBIO 3aboseBaHusd oT 1 roma mo 35 ner. KomriiekcHoe o0cienoBaHUE BKITIO-
Yyajgo OOILIENPUHSAThIE KIMHUYECKUE, JTAaOOPAaTOPHbIE WU WHCTPYMEHTAJIbHBIE METO[bI,
IIXPOKOIOJIBHYIO KaMUJUISIPOCKONIMIO HOTTEBOTO JIOXA; YaCTU OOJBbHBIM MPOBOAUIOCH
MAarHUTHO-PE30HaHCHas1 ToMorpadus kuctei. Onpeneasyiuch peBMaTOUIHbIN (hakTop,
AHTUHYKJICAPHBINA (haKTOp, HUPKYJIUPYIOLIME UMMYHHbIE KOMIUIEKCHI, C- peaKTUBHbIN
0eJIoK, aHTUTEeNA K HATPYUIMHUPOBAHHOMY MOJUIENTUY, TPOBOIUIOCH TECTUPOBAHUE
asuteneii reHa DRBI.
Pesyasratel. OcobenHoctsimu CCI-PA sBuuch: mpeodiiagaHue JTUMUTUPOBAHHOTO
MOpaxXeHUsl KOXHU, MEHee BbIpakeHHas mepudepruyeckas U BUCLEpaIbHas CUMIITOMA-
tuka CCJl Hapsiy ¢ HaTWYMEeM PPO3UBHOTO apTpUTa, BBICOKAS JJaOOPATOPHAS U UMMY-
HOJIOTMYECKasi aKTUBHOCTD, BKJII0Yasl CBIBOPOTOYHbBIE aHTUTOTIOM30MEPAa3HbIE aHTUTENA,
6onee yactas accormanus ¢ DR B1*01.
3akmouenne. CCJI-PA nmeer cBoM KIIMHUYECKNE OCOOEHHOCTU U (DOPMUPYIOT CBOEOO-
pas3Hbiit 00uk cyoruna CC/I.

KnwouyeBble CIOBA: CUCMEMHAs CKAePOOEPMUS, PEEMAMOUOHDII aPMPUM, nepeKpech-

Has ghopma

IlepekpecTtHast hopMa CUCTEMHOI CKJIEPOACPMUM
(nCCJl) npexncrasisger coboii coyeranue CCJI, ¢ mpy-
TMMU CUCTEMHBIMU 3a00JI€BaHUSIMU COCAMHUTEIbHOM
tKaHu (C3CT); Haubosee 4aCTbIMU SIBJISIIOTCSI COYe-
tanuss CCJl u monumuosuta (CCHA-T1IM), CCI u
pesmatouaHoro aptputa (CCJ-PA). BoabluHCTBO
HCCIIeIoBaTelIei MMoJIaraloT, YTo epPeKPeCTHbIe GOPMbI
MMEIOT TE€HETUYECKYI0 OCHOBY, HaOJIOMal0TCS OTHO-
curenbHO yacto (ot 5 mo 20% ot CCJI Bcex dopm) u
KJIacCU(UKAIIMOHHO MOTYT OBITh IIPEACTaBICHBI KakK
ocobast kiauHuueckas dopma C3CT (CCH, IIM un
np.). IepekpectHas ¢popma CCJl BKIIoueHa B oTevec-
TBEHHYIO U psin 3apyoexHbix kKiaccudukauuit CCJL
(H.I'TyceBa, E.C.Le Roy) u sBasieTcss TUIUYHBIM
MpeacTaBUTEIeM overlap -CMHIPOMOB B PEeBMAaTOJIO-
run|1,2,3].

CycTaBHOI CMHAPOM SIBJISIETCS OMHUM 13 HauboJiee
yacTbix npospiaeHuit CCJ, nmeer 00JbIlIOe AUATHOC-
THYecKoe U auddepeHInaIbHO-IMAarHOCTUYECKOe
3HayeHue. CXOJCTBO CKJICPOAECPMUYECKOTO M peBMa-

Anpec: 115522 Mocksa, Kamupckoe 1occe, 34a,
I'Y Unctutyt peemaronoruu PAMH
Ten/dbaxc: 8-499-614-44-55

TOMIHOTO TOJTMAPTPUTA HEOTHOKPATHO OOCYXKIAIOCh B
nutepatype [4]. [1pu Hanuuum y 6onbHbIX CCJI BeIpa-
>KEHHOTO TIOJIMApTPUTa C JUATHOCTUYECKUMU TPU-
3HakaMu PA (MHOXeCTBEHHBIE 3PO3UM U NIp.), KOraa
MMEIOTCS KpUTepUM 000MX 3aboJieBaHUIi, peub WIET
o nepekpectHoit ¢popme CCJI-PA [5]. KnuHuko-peH-
TreHOJIOTMYECKOE CXOJCTBO JOMOJHSIETCS HEPEeIKUM
obHapyxeHreM peBMaTouaHoro (akropa (P®), onHa-
KO yallle BBISBISIOTCSI aHTUHYKJIeapHble aHTUTEsa
(AH®) 1 antnrena K rormonsomepase I (a-Scl-70) [6,7].
AHTUTENa K IUKIMYECKOMY LIMTPYUIMHUPOBAHHOMY
nentuay (ALLLIIT) saBasiorcst BhICOKOCTIELU(MDUIHBIM
IHMarHOCTUYEeCKUM MapkepoM PA, Tak Kak 6oJjiee yueMm B
80% ciryyaeB 0OHAPYKMBAIOTCS B CBIBOPOTKE OOJIBHBIX
PA. ALILIT 661 obHapyxeHbl FlIngegnoli u coaBT.
MpU UCCAeAOBaHUU ChIBOPOTOK 75 OGonbHbIX CCJl y 8
(10,6%), ™M mauMeHTHl OBUIM TakKXKe IMO3UTUBHBI I10
P®; ormeuena nipssmast Koppensiius ALLLIT ¢ aptpu-
TaMU U SPO3UBHBIMU M3MEHEHMSIMU B cycTaBax [8].
SIMOHCKMMHU MCCJIeNOBaTEISIMU IIPOBOAUIOCH OIIpe-
nenenue ALILIIT B ceiBopoTkax 159 OGonbHbIX: 114
nanueHToB ¢ CCI, 14 — ¢ PA, 7 — ¢ CCA-PA, 20 — ¢
cunapomowm Illerpena. IToeimenue ALILIIT otMeueHo
COOTBETCTBEHHO Y 2,6%; 64%; 86% w1 4,2% NallneHTOB.
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V 6oapHbIX CCJl 1 CCJ1-PA, nMeronux noBbIIIeHHBIE
tutpul ALLLITT, HaOGntoganuchy apTpajJruu U1 UHTEPCTU-
LIMAJIbHBIN JIETOUHbIN (hrdpo3s[9].

OOHapyXMBaeTCs1 U HeKOTopasi 00LIHOCTb MOpGho-
JIOTUYECKUX YePT MPU OUOIICHU CMHOBUU Y OOJIBHBIX
CCJI-PA: npomyKTUBHBIN BacKyJauT, JUM@oOIia3mMo-
nMTapHas WHGWIBTpalKs, oJaroBasi mpoudeparms
MOKPOBHBIX KJIETOK M (pudbpodsacToB cuHoBUM [1].
PaGoTel o usydyeHuto pacrnpeneneHuss HLA aHTure-
HOB IIpU TEPEKPECTHHIX (HOpMax HEMHOTOYMCICHHBI.
HMMMyHOreHeTMYeCKe HCCIeIOBaHMs, MPOBEICHHbIE
SIMTOHCKUMM YYEHBIMHU, BBISIBWIM y 4 13 5 obcieno-
BaHHBIX O00JibHBIX CCJI-PA namuuue rartoruna HLA
DR4, 53; DQ A1*0301; DQ B1*04 [6].

B Hactosimieit paboTe IpeacTaBieHa KIMHUKO-
J1abopaTopHasi, UMMYHOJIOTMYECKasi 1 UMMYHOTCHETH -
yeckasl XapakTepucTuka nepekpectHoi ¢popmbl CCJI-
PA B comocraBieHUM ¢ KJacCUUYeCcKON (TUMUYHOI)
CCH (xCCl).

Mamepuaa u memooot

Hab6moganuck 32 00JbHBIX ¢ TepeKpecTHOM (hop-
moit CCI-PA ( T1abj.1), yoIOBIETBOPSIBIIMX OTEYEC-
tBeHHBIM (H.[Iycesa, 1993) u 3apy6exHbiM (ACR,
1980) kputepusm CCJl 1 0onTHOBpEMEHHO UMEBIINX He
MeHee 4 nuarHoctuuyeckux kpurepueB PA (ARA, 1987),
ObLIM 00CJIeIOBaHbl B TMHAMUKE; CPOKU HAOIIOAECHMS
cocTaBWIM OT 2 10 22 jeT, B cpeaHeM 7,74+-5,76 ner.
Ipynny cpaBHeHust coctaBuiu 100 OGOJBHBIX C Kjac-
cuyeckoit (K)CCJI, HabmoaaBIIUXCS B TOT Xe MEPUO/
(1998 — 2007 rr.).

Tabauya 1
OBINAA XAPAKTEPUCTUKA BOJBbHBIX CCJII-PA 1 KCCJI,
CCI-PA kCCJL
ITapameTpni =32 n=100
IMoa: XK: M 31:1 90:10**
Bospacr cpensmii 48,6+14,8 48,4+12,9
(rompr)
JlauTeabHOCTH
0o0ae3HH 11,5 £9,0 10,6+7,4
(roapr)
Teuenue 3a00.;1eBa-
Hust; n(%) 0 14 (14%)
Ocrpoe 7 (22%) 22 (22%)
ITomoctpoe 25 (78%) 64 (64%)
XpoHuyeckoe
**p<0,04

KiuHnuyeckoe oOciemoBaHKMe BKIIIOYAIO XapaKTe-
PHCTHKY KOXXHOTO M CyCTaBHOT'O CHHAPOMa, COCYIMCTBIX
M BUCLIEpAIbHBIX TTPOSIBJICHUI 3a00/1eBaHusI. KOXHBII
CYET ONpeesuICI 0 MOAUMUIIMPOBAHHOM METOIUKE
G.P.Rodnan [10]. CycraBHbIe TIposiBJieHUsI 3a00JieBa-
HUSI PETMCTPUPOBAIKCH IT0 JaHHBIM KJIMHMYECKOTO U
PEHTIeHOJIOrMYeCcKOoro obcienoBaHus. IIpoBomuiach
OlLIEHKAa CYCTaBHOTO CHUHAPOMAa C MCIIOJb30BaHUEM:
Health Assessment Questionary (HAQ) — oueHka (yH-
KIIMOHAJILHOTO CcTaTyca OOJIbHOrO, BU3yaJbHOI aHa-
snoroBoil mkanel (BAILI) 6onu, obiiero cyeta 6oJie3-

HEHHBIX CycTaBOB (53 cycTaBa), OOIIEro cuera NpuIryXx-
KX cyctaBoB (44 cycraBa). CTpyKTYpHbIE U3BMEHEHUS
KaImuuISIPOB OLIEHUBAJIM 10 Pe3yJibTaTaM IIUPOKOIOIb-
HO# Kanuisipockonuu HorteBoro Jyoxa (LIKHIT) ¢
MOMOIIIbI0 OMHOKYJISIPHOIO MUKpOcKoIa upmbl Leica
MZ6 nipn ysenmdyennu 20X. MarHuTHO-pe30HaHCHAas
tomorpadus (MPT) xocTteit 3ansicTuii ¥ anaHr Kuc-
teit npooaunack anmnapatoM ARTOSCAN-C ¢upMbl
Esaote (Italy) misg mepudepuyeckux OTAEIOB CKesieTa
B pexuMax: rpagueHTHoe Dxo T1 u T2 B3BelleHHbIE
pexumbl, 3D-T1 B3BelIeHHbI pexkuM y 12 malmeHToB
CCI-PA.

I[ToMuMoO OOLIENTPUHSTHIX J1aOOPATOPHBIX MCCIE-
JIOBaHUI TpoBOoAMIIOCH omnpeneneHue C-peakKTUBHOIO
oenka (CPB) MmeTogom paguanbHoi UMMyHOOUGDDY3UH,
tuTpoB P® Meromom marekc-arrmotuHanuu, AH®
UMMYHOMIIIOOPECIIEHTHBIM METOIOM M Ha KYJbType
kieTok Hep2 ¢ peructpanyeit TuTpa v TUIa CBEUYCHUSI,
LUPKYJIUPYIOIIMX MMMYHHBIX KoMmruiekcoB (LIMK)
MmeTonoMm Hedenomerpun, ALLIT ¢ ucnonb3oBaHuU-
eM KoMMmepueckux HaOopoB ¢upmbl AXIS-SHIELD
(UK). UMmMyHOreHeTM4YeCcKOe uccliefOBaHUe BKIIOYa-
Jo TectupoBaHue ajenein reHa DRBI =01, 02 (15,
*16), *03, *04,. *05 (*11,*12), *06 (*13,%14), *07,*08,
*(09, *10, BBINOTHSUIOCh HU3KOpa3pellaloluM MeTO-
JIOM C TIOMOIIbIO ajulefbcrneuduieckux MpaimMepon
B MYJIBTUIUIEKCHOM TOJUMEPA3HOM LIEMHOM peaKkiluu
(T P).

IIpn craTucTuyeckoit 00pabOTKE TMOJYYEeHHBIX
pe3yJIbTaTOB UCITOIb30BAIM HEeMapaMeTPUIeCK1e MEeTO-
bl aHanu3a (kputepuii U MaHHa-YUTHU; KOppeasiuus
Crimpmena, kpurepuit @uiiepa).

Pesyavmamot u o6cyxncoenue

Xapaxmepucmurxa 6oavHbix CC/[-PA. O61ast xapak-
tepuctuka OonbHbiXx CCI-PA B comocrtaBieHUU C
kKCC]I npeacrabieHa B Tab.1. XapakrtepHoe miasgs CCJI
npeobafaHre XEHIIUH ITPOCIEXKUBAETCS U B IPYII-
ne CCJI-PA. CpenHuii Bo3pacT OOJbHBIX U JTUTEb-
HOCTb 3a00J1eBaHUsI ObUIM OJU3KUMU. Y OOJBIIMHCTBA
o6onbHbIX CCJI-PA oTMeuaioch XpOHUYECKOE TeUeHUE
(78%), pexe — nogoctpoe (22%); ocTpoe OBICTPOIIPO-
rpeccupylolliee TeueHue He HaOmonanoch. KimHuko-
JlabopaTopHas XapakTepucThKa OOJIbHBIX JaHa B Ta0.2.
Cunpapom Peiino (CP) BeisiBiieH y Bcex 60abHbIX CCJI -
PA u iporpeccupoBan y 10 maunenTos (31%) ¢ pa3Bu-
THEM PEeLUAMBUPYIOIINX IUTUTAIBHBIX TPODHUECKUX
HapyILIeHWI — pyOUMKOB U I3BOYEK HA KOHYMKAX TaJIb-
ueB. [Ipeobiamgan TMMUTUPOBAHHBIN TUIT TTOPAKEHMS
koxu —y 31 nauueHTa (97%) v b y 1 6onbHOI (3%)
— muddy3Hbiit. KoxHbIil cyeT — oT 2 10 8 0anioB, B
cpeneM 3,37+1,07 6anna. [TopaxkeHue cyctaBoB (apT-
paJirtiu, apTpUTHI) ObLIO Y BCeX OOJBHBIX, U HEPEIKO
MpeBaJIMpoBajio B KapTUHe 3aboeBaHus. Yale B 1ipo-
1IeCC BOBJIEKAJIMCh MPOKCHUMaJIbHbIE MeX(haJaHTOBbIE
(IMMM®C) u nsacrHo-damanropeie ([Ta®C) cycrTaBbl
KucTeit, nydesarnsictHeie (87%), koneHHble (72%) u
JokTeBble cyctaBbl (50%). ITopaxeHune MeIKUX cycra-
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Tabauya 2
KINHUKO-JABOPATOPHAS XAPAKTEPUCTUKA
BOJIBHBIX CCI-PA 1 CCJI,

CCA-PAn=32| CCJn=100
n % n %

Cunzpom Peiino 32 100 100 100
Jurutanbubie Tpoduyeckne 10 31 66 66 *
HapyIIEeHHUs:
Py0umku, s3B0YKH 0 0 16 16
HEKPO3bl
Koxwubiii cuaapom (CCI) 32 100 100 100
JIMMHTHPOBAaHHOE NOPAKEHHE 31 97 77 77
Juddysnoe nopakenue 1 3 23 23
TunepnurmenTanus 11 34 48 48
Teneanrnoskrasuu 11 34 60 | 60***
Kanbuunos 10 31 41 41
OcTeomm3 8 25 37 37
CycraBHoit 32 100 72 72
CcUHAPOM(apTPaJIruu, apTPUTHI)
3PO3UBHBIIl APTPUT 26 81 0 0
PeBmaTouinbie y3enku 6 19 0 0
CrudareibHbIe KOHTPAKTYPBI 26 81 91 91
MbleyHblii CHHIPOM 0 0 7 7
(MuaIrHN)
TunoToHus: NuIIeBoOAA 21 66 89 §9**
ITopaxenue Jerkux 25 78 90 90
OouIaTepaibHblii 0a3aIbHbII
nHeBMo(puopo3 16 50 69 69
(hudpo3upyommii anbBe0IUT 9 28 21 21
JIETOYHAS TUIIEPTEH3Us 4 12,5 12 12
ITopaxenue cepana 21 66 67 67
Baokanst 17 53 43 43
AputMuu 3 9 27 27
OuaroBo-pyouoBble H3MEHEHUs 1 3 11 11
ITepuxkapaur 1 3 13 13
ITopaxkenne moyex 0 0 2 2
HB< 110r/n 7 22 8 8
COD >20 mm/uac 23 72 32 32%
y-r1o0ymHb1 >20% 26 81 43 | 43%*
Cepomykoun >0,27 19 (n=24) 79 53 53*
PD >80 23 | 72 [ 25 | 25¢
AT 3 (n=15) 20 0 (n=10) 0
AHD>80 15 | 47 | 83 | 83
AH® Hep2 24 (n=25) 96 | 73(n=80) 91
Hamuuue a-Scl-70 7 (n=25) 28 44 44
Hamnuue ACA 0 (n=25) 0 13 13
Hamuuue a-RNP 7 (n=25) 28 10 10*
CPb 8 25 14 14
UK 6osee 130 ex OIT 30 94 68 68

#p <0,05 **p <0,04 ***p <0,02

BOB KHMCTE OBUIO CMMMETPHYHBIM, COIMPOBOXIAIOCH
YTpEeHHE CKOBAHHOCTBHIO Oojiee Yaca y Bcex ITalu-
eHToB. OO11ee yuciao 00JIe3HEHHBIX CYCTaBOB — OT 4
o 32 cyctaBoB, B cpegHeM cocTaBmiio 15,2546,01;
o011Iee YMCJIO MPUITYXIIUX CYCTaBOB — OT 2 10 24 cyc-
TaBoB, B cpenHeM — 10,90%5,18. Benuunna BAIL 601u
Kosiebanach oT 51 MM 10 84 MM, B cpemnHeM 67,6+ 9,7
MM, 3HadeHust HAQ — ot 0,5 mo 2,2. CrubarejbHble
KOHTPAKTYphl CYCTaBOB KHUCTEH MMEINCh Y 26 0Ob-

HbIX (81%), KPYITHBIX CYCTaBOB (ILJICUEBBIX, TIOKTEBHIX)
— y 2 maumeHToB (6%). OcTeonn3 HOTTEBBIX (DaJlaHr,
UMeJcs Juib y 1/4 yacTi GOJIbHBIX, KATbLIMHO3 MSIT-
Kux TKaHeir — y 10 mamueHtoB (31%). B 6 caydasix
MOSIBJISIUCH peBMaTouaHbIe y3eaku (PY) B akTuBHBbII
rnepuos 3aboJieBaHUs; YJIbHapHas IeBUALMSA KUCTHU
pasBwiach y 14 maumenTtoB (44%); atpodus Mexkoc-
THBIX MBIIII ThIJIa KUCTH uMesa mecto y 30 (94%).
[Mo maHHBIM peHTreHorpaduu 3pO3MBHBIN MpPOLIECC B
cyctaBax Kucrtei (Kocreit 3amsictes; [TadC, TIM®PC)
BBISIBIIEH Y 26 00bHBIX (81%): Hapsimy ¢ TTOBEPXHOC-
THBIMU €IUHWYHBIMU 3p0o3usaMu y 15 (47%) mmMenuch
MHOECTBEHHbIE 3p031K y 9 60JIbHBIX (28%), aHKIJI03
KOCTel 3aIsICThii — y 2 manueHToK (6%), Gonerommx
okoJio 9 yet. JIBe Tpetn u3 12 oOcaenoBaHHbBIX MallM-
eHToB ¢ CCJI-PA na MPT umenu kapTuHy CUHOBUTA U
5PO3UBHBIC UBMEHEHUS B cycTaBax 3arsicTbs U [19DC;
0oJiee TIOJIOBUHBI OOJIBHBIX — MHOXKECTBEHHBIE KMCThHI
KOCTHOI TKaHU; pexKe OTMEYaJICsI OTeK KOCTHOTO MO3ra
(ta61.3). IlopaxkeHue BHYTPEHHUX OpPraHOB OTMeyYa-
JIOCh JOCTATOYHO YacTo (Tabu. 2). JlerouHasi maTojaorus

Tabauuya 3
MPT UBSMEHEHMUS B KUCTAX Y ITALIUEHTOB CCJI-PA,
N=12
CCJI-PA
MPT uzmeHenus
n %
OTeK KOCTHOTO MO3ra 2 17
Kucto 8 67
Dpo3un 9 75
CHHOBUT 10 83

BbIsIBIIeHa y 25 uesoBekK (78%). Onplika 1pu (hU3Hu-
yecKoM Harpyske Oecriokowia 13 mamueHToB (41%),
MaJTOITPOAYKTUBHBIN CyXoil Kameiab — y 8 (25%); kpe-
MUTALMS B 6a3aIbHbIX OTIEJIaX JETKMX BBICIYIIINBAIACh
y 9 6osbHbIX (28%). PeHTreHOIOrMYeCKe U3MEHEHMS
B BUJe OujgaTepajbHOro 0a3ajabHOTO MHEBMO(UOpo3a
umenrch y 16 6onbHBIX (50%) 1y 9 (28 %) — nuddys-
HOE MHTEePCTULIMAJIBHOE MOpaXeHue 110 TUIty ¢hubpo-
supytomero anbpeosura. CHrxkenne ®XKEJI sadpukcn-
poBaHo y 12 6osbHBIX (37,5%): Gosiee BbIpaXKeHHOE J10
50-69% — y 8 u HeGobLIOE 10 70-80% — y 4 GONBHBIX.
ZKanoObl Ha cepaledueHue, nepedor B paboTe cepala,
JUCKOMGOPT ¥ OONIM 3a TPYAMHON Npenbasusaayn 1/3
o6onbHbIX. DKI' M3mMeHeHuss Muokapaa OOHapyKeHbI Yy
21 (66%) GOIBHBIX: HApYIICHUE BHYTPYIKEITYI0UYKOBOI
MPOBOAMMOCTU (YaCTUYHBIE WJIM TIOJHbIC OJIOKAIbI
HOXeK mydka [ucca) —y 17 (53%); HapylieHus: puTMa
(TIpencepaHble 1 KeJTyI0YKOBbIE SKCTPACUCTOINN) — Y
3 (9%); ouaroBo-pyO1I0BbIC U3MEHEHUST — Y 1 OOJIbHOM
(3%), crpanaromieit CCJ-PA okono 35 ner. Ilo naH-
HbIM Dx0-KI'y 4 (12,5%) manueHToB UMeJach JIerod-
Hast runepreHsust (COJIA >40 MM PT.CT., B CpeaHeM
45,5+0,5 MM pT.cT.). 1 y 1 OONbHOI — TEpUKAPIUT.
[unoroHMst muIeBOgA PEHTIEHOJIOTMYECKU BBISIBIIS-
nach y 21 nauuenTa (66%). IlopaxkeHus: TOYeK BBISIB-
JIGHO He ObLIO0.

IMosBneHue obmux cuMnToMoB y 6oabHbIX CCJI-
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PA, kak mpaBuj10, COBMagano ¢ reHepaiu3aiueii mpo-
1ecca: oomas c1adbocTh HabJIIoAaIach y BCeX OOIbHBIX,
rmorepst Beca — y 1/5 60bHBIX, B cpeaHeM Ha 12,3 +-6,0
KT; cyodeopunuter —y 9 (28%) marmeHTOB.

Haub6onee xapaktepubiMu masi CCJI-PA mipu
HIKHJ obmu cneunduunbie aasg CCI paciunpeHus
KanmwuisipHbix nietenb (91%), y 12 (37,5%) umenuch
MPU3HAKM aKTUBHOTO TOPAXKEHUsSI MUKPOLIMPKYJISITOP-
Horo pycia («6eccocyluCTbIe MOJisl», TeMOpparuu).

Y 23 6onbHbIX (72%) COD npesbimano 20 Mmm/4ac,
aHemust ooHapyxxeHa — y 7 (22%). Y 26 (81%) onpe-
Jiessiiach TUIepraMmmariaiooyauHeMust, y 79% OoIbHBIX
— IOBBIIIEHUE YPOBHS CEPOMYKOMIA.

HMMMyHOJIOTMYECKOE MCCIIeqOBaHUE ChIBOPOTKH
601bHBIX CCJ/-PA BBIIBIIO MONOXUTENbHBINN Pd
(72%), ALLLLIT (20%), AH® Hep 2 (96%); noBblleHNE
LUK (94%); y 1/4 yacTi MallMEHTOB OMMHAKOBO YaCTO
onpenensiich anturena Kk Scl-70 1 RNP. ALILIT B
OIHOM cJly4yae accoluupoBaics ¢ Scl-70, B apyrom c
anTu-PHII, Tutpel P® y 00JIBHBIX C MOJOXKUTEITBHBIM
ALLIIT xe npessimanu 1/160.

IIpu wmsyuyenun pacnpeneneHusi HLA-aHTtureHos
y 6onbHBIX CCI/PA (n=19 ) 1 xCCO (n=90 ) u PA
(n=171) o cpaBHeHUIO ¢ monyasauueit (n=135) BbISIB-
JIeHbl cienytoiure 3akoHoMepHoctu: npu CCJ-PA
orMmeueHo nosbiieHne DRB1*01 amnensa (36,8%) 1o
cpaBHeHMIO ¢ KoHTpojeM (15,6%) ( p<0,02) u kCC/
(11,8%) (p<0,01), camxenne DR B1*05 o cpaBHeHUIO
¢ kKCCJII (31,5% wn 56,9% cootBercTBeHHO, p<0,04), a
MpU CpaBHEHMU ¢ Tpymmoi PA orMevaeTcs: cCHUXKeHuUe
DR B1*04 (15,8% u 61,4% cootBeTcTBeHHO, p<0,01) 1
CHMJIbHas TeHAeHUMs K noBbimennio DR B1*05 (31,5%
n 13,6% coorBercTBeHHO, p>0,05). ¥V 3 u3 6 GOJILHBIX
— Hocuteneii DRBI*05 oOGHapyXMBaJluCh TMOJIOXM-
TeabHble Scl-70 aHTUTeNA.

Cpasnumenvnas xapakmepucmuxa CCH-PA u
CCJ. TIpu comnoctaBnenun CC/-PA ¢ kCC] oTtme-
yajJuch OOIIKMe, KIMHUYECKHEe U JiabopaTopHbIe
otnnuusi(tada.1,2). B obeux rpymnmax mnpeodaamanu
xxeHIMHBL (97% u 90% coorBercTBeHHO, P<0,04).
CpeaHuii Bo3pacT OOJbHBIX B IPYITIIaX ObLT IIPpaKTHYEC-
KU OJMHAKOB, TTPOJOIKUTEIbHOCTD 3a00JIeBaHsI OblIa
Heckoabko 6ogbiine B rpynne CCH-PA (ot | roga no
35 ner, B cpeaHeM 11,5+9,0 net). Y mauunenton ¢ CCJI-
PA npeoGnanano xpoHudyeckoe TeueHUe 3a00JIeBaHUS
(78%), GOJBHBIX C OCTPBHIM TEUEHUEM He OBLIO.

CP umenu Bce OosibHbIE B 00euX IpyIinax, 0AHaKO
npu CCJI-PA oH ObLT1 MeHee BbIpaxK€HHbBIM: TUTUTab-
HbIE COCYIUCTO-Tpo(uUecKre HapylieHus (pyoumKH,
SI3BOYKM, HEKPO3bl) HAOIIONATUCh 3HAYMTEIBLHO PEXe
(31% n 66% cootBercTBeHHO, p <0,05). XapakTepHoe
MOpaXXeHNe KOXHU TaKXKe OTMEYaJIoCh Y BCeX OOJIbHBIX,
Ho npu CC/I-PA npeobnanan TMMUATAPOBAHHBIA TUIT
(M3MeHeHUsT KOXM juia u kucreir) (97%), nuddys-
HbIii — Juib y 1 mauueHTKU. KoxXHBIN cueT B Oajuiax
ob11 MeHble B rpynne CCJI-PA u coctaBui B cpeaHeM
3,4+1,3 6anna (p <0,05). PazBuTue runeprnurmeHTa-
1y 1 teneanrnakrasuit (p <0,02) B n3yyaeMoii rpymn-

e OOJIbHBIX OTMEYaJoCh HECKOJBKO pexe, 4eM IIpu
kKCC. ITpu CCJI-PA pexe pa3BuBaJuCh KallbLUHO3
U OCTEOJIM3, B OTVIMYME OT KJIACCHUYECKOU JIMMUTUPO-
BaHHoi CCJI. CycTtaBHble MPOSIBIAEHUST Mpeodaagaiun
B rpynne CCI-PA (100%) mno cpaBHenuto ¢ KCCJL
(72%) xak mo 4yacToTe, TaK M CTETIEHU BBIPAaXKEHHOC-
tu. [lopaxkaiuch MPEeUMYIIECTBEHHO CYCTaBbl KUCTEH.
XapaktepHble m1st PA atpodusi MeXOCTHBIX MBIIIILL
Thuta Kucteil (94%), PY (19%) u yinbHapHas neBua-
umst kucreii (44%) umenuch b B rpynne CCA-PA.
Penrrenonornuecku y 81% nanuenroB CCJI- PA BbisiB-
JISUTUCh  Y3yphl CYCTaBHBIX MOBEPXHOCTEM, BKJIIOYAsk
MHOXXECTBeHHbIe — Y 28%; aHKMUJI03 KOCTEH 3aIIsICTUI
HaOMogaCs Y IBYX OOJbHBIX.

Tunoronust numesoga npu CCJI-PA ormeuanach
pexe, yem npu KCCJI (66% n 89% coOTBETCTBEHHO, P
<0,04). IMopaxkeHue jerkux (6a3zalbHbI MTHEBMODUO-
po3) npu CCJI-PA Ttakxe BcTpedaynoch pexke, OJHAKO
yacToTa pa3BUTHST (hUOPO3UPYIOIIETO aTbBeOoJIMTa ObLiIa
HeckonbKko Bbille B rpymmne CCI-PA (28% u 21%).
HapyireHust ceppedHoro putMa, O4aroBO-pyOIIOBBIC
M3MEHEHUsI MMOKapna, MepuKapaIuT HaOIonaiuch B
rpyrnne CCJ/I-PA pexe, yem nnpu KCC/I, a HapylieHus
MPOBOIMMOCTU HeCKOJIbKO yalle. [TopaxeHue mouyek
umenoch auib B rpymnmne KCCII.

3abojeBaHMe B aKTUBHBIMA TMEPHOMA COIPOBOXKIA-
JIOCh BBICOKOM BOCHIAJIMTEIbHON aKTUBHOCTBIO: TOCTO-
BepHo yainie y nauueHToB CC/-PA, yeM y GOJBHBIX €
kCCJI, nat6monmanuchk yBeqnueHue COD (72% n 32%
cooTBeTcTBeHHO, p <0,05), runepramMmMariooyanHeMust
(81% un 43%, p <0,02) 1 MOBBILIEHNE CEPOMYKOMIA
(79% n 60%, p <0,05). AHEMUS TakKe Yallle pa3Bu-
Basach B moarpymmne CCI-PA (22%), yeM y OOJbHBIX
kCC (8%). UMmmyHoOrn4eckass akTMUBHOCTb BBISIB-
JIsIach € JAOCTaTOYHO OOJIBIIONM YacTOTOM B 0OOEHUX
rpynmax. AH® Hep 2 onpenenstiica y 96% manmeH-
toB CCI-PA n y 91% 6oabnbix CCJH. OO6Gpamator
BHUMaHMe BbIIBIeHHBIE a-Scl —70 y 28% mnalneHTOB
CC/I-PA npu HaTuuuy TMMUTUPOBAHHOTO MOPAXKEHUS
KOXH, T.€. YCIOBHO TuMUTUpoBaHHO# opme CCI no
KOXXHOMY CHHJIPOMY, IUIsI KOTOPO# XapaKTepHbI aHTH-
LiIeHTpoMepHble aHTUTena. AHTUTeaa K RNP B rpymnne
CCJI-PA oblmn oOHapyxXeHBbI, TTOYTH B 3 pasa yallge,
yeMm B rpyrme KCCHA (28% u 10% cOOTBETCTBEHHO).
[Mo3utuBHBIX 10 P® mocToBepHO OOJIbllle B TIPYIIIe
CCI-PA (p <0,05).

Ipynna 6onabHbix CCJI-PA uMena UMMyHOTeHETH -
YECKME OTJIMYUS OT TPYMI OOJBHBIX ¢ KJIACCUYSCKUMU
dopmamu CCJl u PA, a Tak:ke KOHTPOJIbHOM T'PYIIIHI.
[lepekpecTHast Ipymma XapakKTepu30Bajach ITOJIOXKM-
TeJIbHOM acCOLMaTUBHOM cBsI3bI0 ¢ amtenem DR B1*01,
KOTOPBIi BO BCEX TPYIIITAaX CPaBHEHUS M B KOHTPOJIbHOM
IPYIIIEe BCTpeyascsl 3HAYUTEIbHO peXe, OCOOEHHO B
rpyrnne KCCJI. XapakTepHble IJIsI KI1acCUYeCKUX (hopm
CC u PA amtenu-mapkepsl (DR B1*05- 56,9% u DR
B1*04 — 61,4%, coorBerctBeHHO) B rpyrme CCJI-PA
BBISIBIISUIMCH C TO XK€ 4aCTOTOM, YTO U B KOHTPOJIbHOM
rpynie. Bmecte ¢ tem amiesm DR B1*05, DR B1*¥06,
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DR BI1*07, xoTopble OTpMLATEbHO aCCOLMUPOBAHBI
¢ kiaccuyeckuMm PA, B Hallleil rpyrine BCTpedyaauch
3HAYUTEJIbHO 4Yalie. TakuMm o0pa3oM, COITaCHO pac-
MpeleieHUI0 MMMYHOreHeThuueckux amienein HLA
B rpynmne CCJI-PA MoXHO mpeamnojaoXuTh, 4TO 3Ta
IpyIINa SBISIETCS OTAEIbHBIM CYOTHIIOM 3a00JIeBaHUs,
OTJIMYAIOIIUMCS TI0 PSIAY UMMYHOJIOTMYECKUX U UMMY-
HOTEHETMYECKUX MapKepoB OT Kjiaccu4eckux dopm, a
HE SIBJISICTCS IPOCTBIM COYeTaHMeM ABYX hopM 3ab0J1e-
BaHuii — CCJl u PA.

0000111as1 cKa3aHHOE, CJIeAyeT OTMETUTh, YTO MPU
HaJIMyuuM KiaumHudeckoro cxonctBa ¢ KCCJ rpymma
CCJI-PA, HeCOMHEHHO, MMEET CBOM OCOOEHHOCTH,
Takue Kak ocobasi peIKOCTh 3a00JIEBaHUS Y MYKUMH,
npeobyiagaHre XPOHUYECKOI0 BapuaHTa TEYEHUST U
JIMMUATUPOBAHHOTO TOpaxkeHus: Koxku. CoCyaucTbie
HapylIeHMWs 110 TUITy cuHapoMma PeitHo BcTpevaroTcs
4acTo, OJHAKO TSDKECTh MOpPaXeHWsSI MeHbIIe: 3Ha-
yuteabHo pexe B rpymnne CCJI-PA pasBuBaiorcs
JIUTUTAJIbHbIC SI3BEHHO-HEKPOTUYECKUE W3MEHEHUs.
CycTaBHOI CMHAPOM, HA000POT, 00Jiee BhIpaxkKeH: apT-
pajiTii ¥ CUMMETPUYHbBIC apTPUTHI MEJIKUX M/MHOTIA
KPYIHBIX CYCTaBOB; YTPEHHSII CKOBaHHOCTb Ooiiee 1
yaca; (OpMUpPOBaHUE CruOATEIbHBIX KOHTPAKTYyp, B
TOM YMCJIe U KPYITHBIX CYCTaBOB, MEXXOCTHOI aTpodun
MBI ThLJIa KUCTEH, WHOTAA YJbHApHOW IeBUALIMU
MajbleB KUCTEl; 00pa3oBaHKMe MOIKOXHBIX PEBMATO-
MIHBIX Y3€JIKOB U pa3BUTHE 3PO3UIL B CycTaBaX KUCTEH,
xapaktepHbix 111 PA. Tlpu aHanuse BuclLiepabHOM
MaToJIOTMM O0palaeT Ha ceOsl BHUMaHue 0oJiee peaKoe
pa3BUTHE TUIIOTOHUH MMIIIEBOA, 6a3aJIbHOTO ITHEBMO-
CKJIepO3a M JIETOYHOM IMIIEPTeH3UM, apUTMUIA, 04aro-
BO-pYyOILIOBBIX M3MEHEHUII MUOKapaa U IepuKapauTa,
OIHAKO HECKOJIbKO BbIII€ OKa3ajach yacTtoTa Gpudpo-
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Abstract

0.V. Desinova, M.N. Starovoytova, I.A. Guseva, A.A. Novikov, E.N. Alexandrova, N.G.
Guseva

Features of systemic sclerosis-rheumatoid arthritis overlap syndrome (SS-RA overlap
syndrome)

Objective. To reveal clinico-laboratory, immunologic and immunogenetic features of
systemic sclerosis-rheumatoid arthritis overlap syndrome (SS-RA).

Material and methods. 32 pts with SS-RA (1 male, 31 female) aged 22 to 74 years with
disease onset at 18 to 69 years and disease duration from 1 to 35 years were included.
Complex laboratory and instrumental examination was performed including nailfold
capillaroscopy. A part of pts was also evaluated with magnetic resonance imaging of hands.
Serum level of rheumatoid factor, antinuclear factor, circulating immune complexes,
C-reactive protein, antibodies to cyclic citrullinated peptide (ACCP) was evaluated.
Genotyping of DRB1 alleles was performed.

Results. Characteristic features of SS-RA were prevalence of limited skin damage, less
prominent peripheral and visceral symptoms of SS, presence of anti-topoisomerase
antibodies and erosive arthritis, high laboratory and immunological activity, more frequent
association with DRB1*01.

Conclusion. SS-RA possesses its own clinical features and can be considered as a distinct
subtype of SS.

Key words: systemic sclerosis, rheumatoid arthritis, overlap syndrome



