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OcHOBHbIE UTOTM KooNnepauuu Mexay

®IrbHY HUWNP wm. B.A. HacoHOBOW M HAY4YHbIMH
ueHTpamu ctpad Esponbl B pamkax EUSTAR
(EULAR Scleroderma Trail and Research group)
no npoéneme «CuctemHas cknepopepmusa»

Ananbesa J1I.,, Ctaposoiitosa M.H., La6aHosa C.LLL.

OcnoubiMU 11e7siMU EUSTAR (The EULAR Scleroderma Trials And Research group) sSIBISIIOTCSI KOOpAMHALIMS

W LEHTpaJIN3alis HaydHBIX UCCIIeI0OBaHUI 1o TpobsieMe cuctemMHoi ckiepoaepmuu (CCJl) B EBpore, noctikeHue
KOHCEHCYca B OCHOBaHHBIX Ha I0KA3aTeJIbHOW MEIUITNHE CTAHIApTaX BeIeHUs] OOJIbHBIX, TTOBbIIeHNE 3hdOEKTUB-
HOCTHU Tepanuu U yaydiieHune Kadectsa xkusHu (K2K) nmaimeHToB u mporHosa 60Jie3HU.

IMon srunoit EUSTAR 6osee 100 LeHTpOB 0ObEAMHWIN CBOU YCHIIMS B pelIeHUN (DYHIaMEHTaJIbHBIX HAYUHBIX TTPO-
651eM, B M3yYeHNM KIMHUYECKUX acTeKTOB 3a00IeBaHUs U TIPOBEACHUM KIMHUYECKUX UCTIBITAHU. [T1aBHOM 3a/1a-
4yeil paboThl OBLUTO ATUTEIbHOE HAOMIONEHUE U COBPEMEHHOE JiedeHre KOoroptsl 60abHbIX CCJI, 06cIen0BaHHbIX IO
CTaHAapTHOMY MPOTOKOJY, U HaKOIUIeHUe MHMOPMalMK B YHU(DULIMPOBAHHOW €BPOIeiicKOi 6a3e JaHHBIX, KOTOpas
B Hacrosiiiee Bpemst BKItouyaer 6osee 10 Toic. 6onbHbIX. B ®T'BHY HUUP um. B.A. HacoHoBoii cchopmupoBaHa Ko-
ropta u3 220 6oabHbIX CCJL, 13 KOTOPBIX B TMHAMUKE exeroaHo oocienyetrcs 90—100 yenosek.

ITo pe3ysnbTaTam BBIMOJIHEHMS] OCHOBHBIX OOLLIMX MPOEKTOB OXapakTepru3oBaHo coBpeMeHHoe TeueHue CCJI, usyue-
HbI PUYMHBI CMEPTU ¥ OCOOEHHOCTHU CHIeLIM(MUIECKUX TTOATPYIIT O0JbHBIX (ToBeHWIbHast ckieponepmust, CCJL

y TTOKWJIBIX, TTIOpaXKeHUE JIETKHUX, CEP/LIa, XKEeTyT0UHO-KUIIIEYHOTO TPAaKTa  Ap.). Bbui mpeaiokeHbl HOBbIE TUar-
Hoctuieckue kputepun CCJL v airopuT™ OYeHb paHHEH, TOKITMHUYECKOM TMarHOCTHKY 6one3Hu. Ha ocHoBaHMM
MPOBEJIEHHOTO aHaM3a repBbiX 3656 60bHBIX ¢ CCJI GbUTH BBISIBIICHBI OCHOBHbBIE KJITMHUYECKHE XapaKTePUCTUKI
nuddysHoi u tumutrpoBaHHoi popm CCJl Ha COBpeMEHHOM 3Tarie.

CoBokyrHas nH(GopMalust 0 GOTBHBIX ObLTa UCTIONH30BaHA B MHOTOIIEHTPOBBIX MEXKIYHAPOIHBIX MTPOEKTaX, pe-
3yJIBTATBl KOTOPBIX TIPE/ICTABIICHBI B COBMECTHBIX ybOmukanusx. [1o pedynasratam BoimoaHeHust mpoekToB EUSTAR
¢ yuactueM ®I'BHY HUUP um. B.A. HacoHoBoi1 6b110 OIy06IMKOBaHO 28 cTaTeil. AHAIU3 Pe3yJIbTaTOB HayuyHbIX
HCCIeI0OBaHMIA, MOTydyeHHbIX B paMkax pabotsl B EULAR/EUSTAR, naet ocHOBaHUe yTBEpPXKAATh, YTO PAHHSS A~
arHoCTHKa, CBOEBPEMEHHOE BbISIBJICHME MTOPaXKeHUsI BHYTPEHHUX OPTraHOB M MPUMEHEHNE COBPEMEHHbIX CTaHIap-
TOB Teparu MOTYT croco0CcTBOBaTh MoBbileHU0 KK 60bHbIX, yMeHblIeHUIO TsikecTh CCJL M CHUXKEHUIO CMepT-
HOCTHU IIPU 9TOM 3a00JIeBaHUU.

KuroueBbie ciioBa: cucremHas ckiepoaepmusi; EUSTAR.

Jlna cebuiku: AHanbeBa JITT, CrapopoiitoBa MH, IlIa6anosa CIII. OcHoBHBIe UTOrM Koornepauuu Mexny ®TBHY HUWP
uM. B.A. HacoHoBoii 1 HayuHbiMM LieHTpamu cTpaH EBporiel B pamkax EUSTAR (EULAR Scleroderma Trail and Research
group) 1o npobiieme «CucreMHast ckiiepoaepmust». HayaHo-npakruueckast pesmarosiorusi. 2014;52(6):682—688.

THE MAIN RESULTS OF COOPERATION BETWEEN THE V.A. NASONOVA RESEARCH INSTITUTE
OF RHEUMATOLOGY AND RESEARCH CENTERS OF EUROPE WITHIN THE EUSTAR
(EULAR SCLERODERMA TRIALS AND RESEARCH GROUP) IN SYSTEMIC SCLEROSIS
Ananyeva L.P., Starovoitova M.N., Shabanova S.Sh.

The major goals of the EUSTAR (EULAR Scleroderma Trials And Research group) are to coordinate and centralize
systemic sclerosis (SS) researches in Europe, to reach a consensus in the standards of evidence-based medicine for
patient management, to enhance treatment efficacy, and to improve quality of life in patients and prognosis.

Under the aegis of the EUSTAR, more than 100 centers have combined their efforts to solve basic research problems,
to study the clinical aspects of the disease, and to conduct clinical trials. The major task of their activities has been to
follow-up and timely treat SS patients examined according to a standard protocol, and to accumulate information in
the unified European database that includes more than 10,000 patients now. The V.A. Nasonova Research Institute of
Rheumatology has formed a cohort of 220 patients with SS, of whom 90—100 persons are annually followed up.

The main joint projects implemented have shown the present-day course of SS, studied the causes of death, and char-
acteristics of patient subgroups (juvenile scleroderma, SS in the elderly, damage of the lung, heart, gastrointestinal
tract, etc.). New diagnostic criteria for SS and an algorithm for its very early, preclinical diagnosis have been proposed.
An analysis of the first 3656 patents with SS has revealed the major clinical characteristics of its diffuse and limited
forms at the present stage.

Pooled patient data have been used in international multicenter projects whose results are given in joint publications.
The results of EUSTAR projects with the participation of the V.A. Nasonova Research Institute of Rheumatology are
covered in 28 articles. Analysis of the results of EULAR/EUSTAR researches gives grounds to hold that the early diag-
nosis and timely detection of visceral injuries and the use of current therapy standards may assist in improving the
quality of life of patients as well as in reducing the severity of SS and its mortality rates.
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[Iporpeccupyrouii CUCTEMHBIN CKIEpO3 (CUCTeMHast
ckneponepmusi, CCJIl) — moavopraHHOe CTaIuiitHO TTPOTEKAal0-
mee 3a00JIeBaHKE, B OCHOBE IIAaTOreHe3a KOTOPOTO JIEXKAT I10-
BpEXXICHUE SHAOTEINSI, ayTOMMMYHHBIC HapyIIEHUSI U OTJIO-
JKEHHWE 2KCTPAIEJUTIONSIPHOTO MaTpuKca aKTUBUPOBAHHBIMU
(dudpobaactaMu. B3aMOCBSI3M 3TUX OTHAENBHBIX MAaTODU3NO-
JIOTUYEeCKUX TpoIleccoB He paciimdpoBaHbl. Ha paHHMX 3Ta-
max 0OJIe3HW pa3BMBAaeTCs TeHepaau30BaHHasl BaCKyJIOMaTHsI,
MPOTpecCUpoOBaHUEe KOTOPOI MTPUBOIUT K (HUOPO3HOI TUIIEp-
TUIa3UyM MHTUMBI, (DUOPO3y aIBEHTULMU, PE3KOMY CYKEHUIO
U/WIM O0JUTEpallMU COCYIOB M HIIEMUYECKUM paccTpoii-
ctBaM. [lepBsiit aTan maroreHeza CCJI — MUKpPOBACKyJISIpHOE
MOBpEXIEeHNE, KOTOPOE MPUBOAMT K Pa3sBUTUIO BOCIIAJIECHUS
¥ ayTOMMMYHHOI 1IAaTOJIOrMK. B pe3ysibraTe mponcXOoanT aKTH-
Bauus (puOPOOIACTOB — KIIIOUEBOE COOBITHE B Pa3BUTUU CHC-
TeMHOT0 (PUOPO3UPYIOIIETO Mpoliecca. B mocienytoneM Kom-
4yecTBO (puOPOO6IACTOB U UX MPEIIECTBEHHUKOB B TIOBPEXICH-
HBIX TKaHSX YBEIWIMBAETCS 3a CUYET YCUJICHHOTO IPUTOKa
n muddepeHIManuy Me3eHXUMaJIbHBIX KJIETOK. AKTUBHPO-
BaHHbIe MUODHUOPOOGIACTHI B TTOBPEXKIEHHBIX TKAHSIX peain3y-
0T psii CBOMX (DYHKIIMIA, YTO B UTOTe TIPUBOIUT K HEOOPATUMO-
My GUOpO3y KOXM U BHYTPEHHHUX OpraHoB. PacmpocTpaHeH-
Hoctb CCJI y B3pocibix KoyiebieTcs B npeneiax 15—75 cayya-
eB Ha 100 ThIC. HaceneHwus, 3aboaeBaeMocTh — 0,45—1,9 Ha
100 TBIC. HaceneHUs B roa. O0IIas BBLKMBAEMOCTh OT MOMEHTa
ycranosieHust auartosa CCJI 3HaYMTeIbHO CHUXKEHA B CpaB-
HEHUU C IOMYJISIIUEi, COIOCTAaBUMOM IT0 IIOJy M BO3PACTYy.
Tak, 5-JIeTHSS BEDKUBAEMOCTE cocTaBisieT 77,9%, 10-1eTHISI —
Bcero 55,1%. [1pu 3TOM MPUINHBI CMEPTH CBSI3aHBI C CUCTEM-
HBIM CKJIEPO30M Y 55% GOJIbHBIX.

Hecwmotpst Ha omnpenesieHHbIE YCIIeXW B M3YYSeHUM KITH-
HUYECKHMX TPOSIBICHUI OOJIE3HU M TOCTYXKEHUS B JICUCHUM,
B KOHIIe XX B. B MUpE OIIYIIAJCS CePhe3HBI HETOCTaTOK
(dyHIaMeHTaIbHBIX UccliegoBaHuii mo natoreHe3y CCJI, ume-
IOIIMX BBIXOI B KJIMHUYECKYIO MPAKTUKY. JuarHoctuyeckue,
reHeTUYeCKre M KIMHUYECKHE KCCIACIOBAaHUSI 3aTPydHEHbI
M3-3a PeIKOCTU OO0JE3HH, MHOT000pa3usi KIMHUYECKUX
GopM, MEIJIEHHOIO MPOrPECCUPOBAHUS U OTCYTCTBUS €IM-
HBIX IIOIXOI0B K O0BEKTUBHOM OLIEHKE BBHIPAXXEHHOCTH KIIH-
HUYECKUX MPOSIBJICHUH. M3-3a BRIpaXkeHHOM TeTepOreHHOCTH
3a00J1eBaHNSI MHTEPIIPETAINS PE3yIbTaTOB TAKUX MCCIIEIOBa-
HUIT ObUTa 3aTpyIHUTEIbHA. MHOTHE OITyOIMKOBaHHbBIE pabo-
Thl UMEIOT OTpaHWYeHHOE 3HAaYeHUe, TaK KaK BBHITIOJHSUIUCH

Ha HeOOJIBILIOM YKcyie OOMbHBIX. 7151 TpeoqoIeHUsT STUX TPy-
nHocrteit B pamkax EBpormeiickoil nuru mno 6opnde ¢ peBma-
tu3mMoM (EULAR) B 2004 1. Oblj1a co3maHa caMOCTOSTEIbHAS
crpykrypa — EUSTAR ( The EULAR Scleroderma Trials And
Research group). Orta cTpykTypa paboTaer B COOTBETCTBUU
¢ npaBwiamu EULAR, duHaHcupyeTcss U MO3ULIUOHUPYETCS
Kak MyJIbTHGhYHKIIMOHATBHOE OOBeIMHEHNE METUIIMHCKUX
LIEHTPOB, 3aHUMAIOLIUXCSI HAYYHBIMU U KJIMHUYECKUMU TPO-
onemamu CCJI. OcHoBHble e EUSTAR — koopauHauus
W LeHTpanu3anus HaydHbix ucciaegoBanuii mo CCJ B EBpo-
e, JOCTUXKEHUE KOHCEHCYCa B OCHOBAHHBIX Ha JOKa3aTellb-
HOIl MeIWIIMHE CTaHAapTaxX BeAeHUsI OOJbHBIX, MOBBIIICHUE
abdeKTUBHOCTU Tepanuu U YIydyllleHWe KauyecTBa XWU3HU
(K2XKX) maunmeHTOoB M mporHo3a Oose3nu. [lom asrumoit
EUSTAR 6omnee 100 ieHTpoB 00beIMHIIN CBOU YCUIINS B pe-
meHnn GyHIaMEHTaTbHBIX HAyYHBIX MPOOJIeM, B U3yUYEHUU
KJIMHUYECKUX aCIIeKTOB 3a00JIeBaHUS Y TTPOBENEHUN KIMHU-
yeckux ucnbitanuii. ®I'BHY HUUP um. B.A. HacoHosoit
3aperucTPUpPOBaH B 3TOW OopraHu3anuy Kak meHTp Ne78. Bce
YiIeHbl OpraHU3alUM TMOJYYWJIU ONOOpPEHME PErMOHAaJbHbIX
stnyeckux KomutetoB. K 2013 1. B ciucke EUSTAR 6bu10
15 ¢dynpaMmeHTanbHbIX U 40 KIMHUYECKUX MTPOoeKTOB. OCHO-
BOIi UX BBIMIOJHEHUS SIBIsIETCS] O0beMHEHHAs1 0a3a TaHHBIX,
KOTOpasi, HECMOTPSI Ha PEIKOCTh 3a00ieBaHusl, BKJIIOYaeT 60-
see 10 Teic. 60abHBIX [1, 2].

Ha nmepBom stame pa6otsi, B 2005—2009 rr., nHdopma-
1St 0 OOJIBHBIX TIepechlIaiach Ha OYMaXXHBIX HOCUTEJISIX, TTOC-
Jie 4ero BBOAMJIACH B 3JIEKTPOHHYIO 0a3y. [lepBrlii pabouuii Ba-
puanT kapThl (Minimal Essential Data Set) npusenex Ha puc. 1

B mocnenytomeM 6aza JaHHBIX MOJBEprajgach yCoOBEp-
IIEHCTBOBAHUIO, HEKOTOPBIE pa3lelibl ee ObLIN pPaCIIUpeHbI
U AETAIM3UPOBAHBI, U B HACTOSIIIIEE BPEMsT OHA pabOTaeT B pe-
KUMe on-line B paclIMpeHHOM U JIOMOJHEHHOM BapuaHTe.

Hns yuactus B padote EUSTAR/EULAR B HayuHbIi
mian ®T'BHY um. B.A. Haconogoii B 2008 . Gbl1a BKJIIOYeHA
Hay4yHasl TeMa, HaMpaBJieHHasl HA y4acTue B CO3AaHUU U UC-
nois3oBaHuu EBponeiickoit 6a3bl manHbIx mo CCJ1 (EUSTAR-
database).

Llenvio pa®oOThl SBUJIOCH JJIMTEbHOE HaOJIOJeHUE
1 COBpeMeHHOe JieueHre Koropthl 60abHbIX CCJI, 06cieno-
BaHHBIX 10 CTAHIAPTHOMY MPOTOKOITY, a TakKe HaKOTUIEHUE
nHGopMaluM B YHUDUIIMPOBAHHOI eBpoIieiickoil 6a3e naH-
HBIX. MeTombl 00CIeTOBaHUST BKIIOYWIN JETaTbHBI cOOp

2] EUSTAR — Minimal Essential Data Set @ (4] FUSTAR = Miniml Essonil Dota Set )

e & o "“‘: NOOD - Unigue o mug pen st OO
; —e.g. 6B 4] -

Unigue pafient N°. T sem e i

Date of birth [day/month/year) (T TT]  Vascuber Commant

S [ el 1] Joints

(O ELYYCI 1o ¥ 1177, PN ———————— - A A Tondons

Onset of first nonRaynaud feature of disease s Month 1] Year [ ] [ ] Muscles

ACR criteria fulfilled [yes/no] - — e Yot ] Ne[]

Subaet .. e Diff, cub. §8e [ Lim. eut. $5¢ ] Other [] elr

AMNA positive--- Elevoted acute phase reactants ﬁ Renal

ACA positive --- Proteinuria (+ or more] - - -0 O  condie

$el 70 positive -~ Active disease* *Crous "yau® if activiny weare [ ][] Pulmenary
=3 according fo atachment “EULAR systemic acherosis aciivity scons™

Date of filling cut thisform oo [T 1]

Complete only in case of death:-—— oo Dote of death [T 1 [T 1T T 11

Yes Mo Yes No Yes No
Death due to 55c[] [ Death due to trectment ] [ Death due fo other [ ] []

Puc. 1. MuHumanbHbIii Habop AaHHbIX Ans BHeceHus B 6a3y EUSTAR, vactn 1 (a) u 2 (6)
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aHaMHe3a MO0 CHeUUaJTbHBIM OMPOCHUKAM, OOBEKTUBHYIO
OLICHKY TposBieHUit 6ose3Hu: oabiiku o NYHA, nynbca,
apTepuaabHOTO NaBieHus, cueta PogHaHa, 6011 1o BU3yalib-
Hol aHasioroBoi wikane (BALL), deHomena PeiiHo, konuye-
CTBa AUTUTAIBHBIX 513B. OMHOBPEMEHHO OIPEAEIISUIUCH OC-
HOBHBIE UMMYHOJIOTMYECKUE TTapaMeTphl: aHTUHYKJIeapHbII
dakrop (AH®D), anturena k Scl-70 (antu-Scl-70), aHTHIIEH-
TpoMepHbie aHTuTeNa (ALIA), KOMIUIEMEHT, aHTUTEA K pU-
oonykieonporenny (PHIT), PHK-nonumepase III; onoxu-
MUYeCKHe TMokKa3aTeau: ypoBeHb C-peakTUBHOro Oeinka
(CPB), kpearundochokunassl (KOK), COD, nporenHypusi.
BoimoHsSIMCh BUACOKAMMILISIPOCKOMUSI HOTTEBOrO JIOXKa,
anektpokapauorpadus (BDKI), axokapauorpadus (3xoKI),
(yHKIIMOHANIbHBIE JIETOUYHBIE TECTBI, pEeHTreHorpadus WiIn
koMmmbioTepHast Tomorpadust (KT) rpymHoir KimeTku, mpobda
PeGepra, oleHKka HaCBHIIIEHUsST KPOBU KHUCIOPOIOM B ITOKOE
Y TIPU Harpyske, TeCT 6-MUHYTHO XOAbObI. 3aIOJIHSIICS OIl-
pocHuk HAQ-SS. CoucnomHuTeIIMU TEMbI OBbLIU J1ab0paTOo-
pUM PEHTTEHOAMATHOCTUKY, (DYHKIIMOHATLHON TUArHOCTH-
KU, KIMHUYECKON OMOXUMUU, KIMHUYECKON MMMYHOJIOTUH,
SMUIEMUOJIOTUY U TEHETUKMU.

Ha nepBom 3Tarne ocHOBHOI 3amaueil ObL1a yHUDUKA-
uMsi 00ciieoBaHUs OOJTBHBIX MO €BPOMENCKUM CTaHIapTaM.
C a10ii tensio B pespasie 2009 1. 6611 OpraHU30BaH CEMUHAD
1o yHUGbUKAINY U CTAHAAPTU3AIUN OLIEHKU KOXHBIX TTPOSIB-
nennit CCIl, B 4aCTHOCTH, T10 OTIPEJEeIEHUI0 KOXXHOTO CYeTa.
Cemunap nposen skcrnept EULAR JI. Hupbsaxk (Benrpus).
B moxaroroBke M mpoBeneHWM ceMUHapa TPUHSIIU yJ9acTHe
COTPYIHUKHU, 3alefiICTBOBAHHBIC B BBITIOJHEHUMW TEMBI:
T.A. Hesckasi, @ M.H. CrapoBoiitoBa, O.B. JlecuHosa,
O.A. KoneBa u 0O.b. OBcsgHHUKOBa. bbutn anpoOupoBaHbI
Y BHEIPEHBI B MPAKTUKY METOMbI OLIEHKU aKTUBHOCTU U TSI-
xectu CCJI, a TakxKe KapauopecnupaTOpPHbIX HapylIeHUM
(byHkimoHanbHbie JeroyHsle TecTbl, DXoKI, KT rpynHoit
KJIETKM), MaTOJOTMU XeJIyaouHo-KuleyHoro tpakta (2KKT)
U TOYEK, COCYANCTHIX UIIEMUYECKUX HAPYIIeHU! (CUMHApOMa
Peitno, nurutanbhbix 5138), KXK 1 cocTosiHus 310poBbst 60JTb-
HbIXx CCJI (onpocauku HAQ-SS u np.). I cranmaptusanuu
BUIIEOKATTMJUISIPOCKONIUY HOTTEBOTO JIOXa (METOIUKU BBI-
TOTHEHUsI, TpeOOBaHUSI K 000PYIOBaHUIO, TTPOTOKOJI, TMapa-
METPBI OLIEHKU U Ap.) COTpYAHUK sabopaTtopuu P.T. Anexne-

Ta6nuua 1 OCHOBHbIE KNNHUKO-NTAGOPaTOPHbIE

npossnenus CCH, %

Audpbdpysnas
thopma (n=1349)

JIumuTMpOBaHHas

Napametpbl CCA thopma (n=2101)

CuHapom PeiiHo 96 95
[urutanbHble A3BbI 43 33
CMHOBWTBI 21 14
MbiweyHas cnaboctb 37 23
MbiweyHas arpocpus 21 11
JleroyHbiii on6po3 53 34
930cparut 68 66
[TopaxeHne KuleyHnkKa 22 21
JleroyHas runepteHaus 22 20
[nactonnyeckas anchyHkuns 17 15
Cknepoaepmunyeckas novka 4 1
ALA 6 47
AnTn-Scl-70 61 23
AKTUBHasA (hasa 601e3HN 50 21
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pOB MPUHSI yyacTue B padote 3-ro MexXayHapoIHOro Kypca
no kanumagpockonuu (Ienys, Wranus, 15—19 ceHTs16psa
2008 r.). Takxe coTpyaHUKAMM JabopaTopuK ObLIa TIPOBEIC-
Ha YHU(UKAIIUS COBPEMEHHBIX METOIOB BBISIBICHUS U OLIEH-
KU OPTaHHOM MATOJOTUN — WHTEPCTULIMAIBHOTO TTOPaKEHUS
serkux (MT1JI), neroyHoii runepreH3uu, 33oharura u nuiie-
Bona bapperra.

Ha BTopom aTarie paboThl ObLIM HayaThl cCOOp MaTepraia
M 3ariojiHeHUe Oa3bl JaHHBIX. B pe3ysnbrare B 1abopaTopuu Mu-
KPOLMPKYJSILIMU U BocHajieHusi copMupoBaHa Koropra u3
220 60nbHbIX CCJI, M3 KOTOPBIX B IMHAMUKE €KEroJHO 00CIie-
nyetcst 90—100 yenosex. OO1ee YMCIO 3apPErMCTPUPOBAHHBIX
B 6a3e Bu3uTOB npeBbimaet 600. B HacTosiee Bpemst obecrie-
YUBAETCs Kypalusl B iMHaMuKe npumepHo 60% koroptsi. Co3-
naHve 0a3bl TaHHBIX TO3BOJWIO HE TOJIBKO HANEXHO COXpa-
HSATh OOJbLION 00BbeM MHbOpMaluuu (apXuBHas (QYHKIIMS),
HO Y UCIIOJIb30BaTh €€ C 1IeJIbI0 JMHAMUYECKO OLIEHKU aKTUB-
HoctH, TspkecT, KK, mpoBoauTh aHaIM3 KIMHUYECKHUX JTaH-
HBIX B COITOCTABJICHUU C Tepalieid, KOPPEKTUPOBATh TEKYIINe
MPOTpaMMBbl JiedeHUs1. BaXKHBIM MOMEHTOM SIBJISIETCST BO3MOX-
HOCTb CpaBHEHUsI COOCTBEHHBIX AAHHBIX C JAHHBIMU JIPYTUX
1HeHTpoB. COBOKYITHast MH(opMaLs 0 O0JIbHBIX Oblla UCITOb-
30BaHa B MHOTOLIEHTPOBBIX MEXIYHAPOAHBIX MPOEKTaX, pe-
3yJIBTaThl KOTOPBIX MPENCTABIEHBI B COBMECTHBIX MyOIMKaIn-
sIX. YYacTBOBaBIIWE B BBIMIOJHEHUU TMPOEKTa COTPYIHUKU
BKJTIOUEHBI B YMCJIO COAaBTOPOB psifa crateil. B Tex ciywasx, ko-
raa ucrnonbayetcs 6asza ganHeix ®T'BHY HUUP um. B.A. Ha-
COHOBOW, MHCTUTYT BKJTIOUAETCSI B CITMCOK IIEHTPOB, TMPUHU-
MaBuUIMX yuyactue B padorte. Tak, B 2005—2007 rr. oH mpuHUMAa
yuyacrtue B BbinosiHeHuM npoekta EUSTAR database u Tpex pa-
yHaax [endu (Delphi rounds) mist co3nanusi peKoMeHaauuii
no neyeHuto CCJI, onyoaukoBaHHbIX B 2010 1. [3]. Pe3yabraThl
COBMECTHBIX HayYHbIX MCCIIEIOBAHUI IIMPOKO MyOJIUKYIOTCS,
¥ 3T nyoaukanuu uutupylorcest B Medline. ITo pesynbsratam
BoinojHeHus: mpoektoB EUSTAR ¢ Hammm yyactuem ObLIO
OITy0TMKOBaHO 28 cTaTeid.

OcHOBHbIE Hay4Hble pe3ynbTaTbl y4acTuA

B pabote EUSTAR

OCHOBHBIMY HaTIPaBICHUSIMN KIMHUYECKUX UCCIIeI0Ba-
nuit B pamkax EULAR/EUSTAR 6butn aHanm3 coBpeMeHHOM
KJIMHUYECKOI KapTuHbI U puuuH cmeptu npu CC/, ycosep-
IIEHCTBOBaHUE TUATHOCTMKM W JICYCHUST TaHHOTO 3abojeBa-
Hus. [lo pe3ynbraTam BBIMOJHEHUSI OCHOBHBIX OOILMX MPOEK-
TOB OXapakTepu3oBaHo coBpeMeHHoe TeueHue CCJI, uzyyeHnl
TMPUYUHBI CMEPTU U OCOOEHHOCTH crielMbUIecKUX MOATPYIIT
00JIbHBIX (FoBeHMIIbHAs ckiaepoaepMusi, CCJl y moXUIbIX, MO-
paxeHue nerkux, cepnua, KKT u ap.). beimm mpemmoxeHb
HoBble nuarHoctuueckue kpurepun CCJl u airoput™M o4deHb
paHHEN, TOKIMHUIECKOU TUAarHOCTUKM Ooyie3HH [3].

Ha ocHOBaHMM TIPOBEJEHHOTO aHAJIN3a MEePBbIX 3656 nc-
Topuit 60mbHBIX ¢ CCJ] BBISIBJIEHBI OCHOBHBIE KIMHUYECKUE
XapakTepucTuku nuddysHoi n sumutupoaHHoi popm CCJL
Ha COBPeMEHHOM 3Tare. bbl1o ycTaHOBJIEHO, UTO Cpeld €BpO-
MEeMCKMX MalMeHTOB MPeodafain O00JbHbIE C TUMUTUPOBAH-
Hoii hopmoit CCII (nCCJI), npu aToM cuHIpoM PeliHo BcTpe-
yajicsl ¢ OAMHaKoOBOM vacToToil y mauueHToB ¢ ACCJl u nud-
dysHoit dhopmoit (nCCJ). IMpu aCCJl ¢ Goablieit yacToToit
BBISIBJISLTUCH TPOMUUECKUE HAPYyLIEHUs], MOPaKeHUEe MBbIIIII,
nerkux u mouek. Crnenmduueckue s CCJl ayroaHTurena, Ta-
Kue Kak aHTu-Scl-70, Berpevyanuchd y 61 % mauuenTos ¢ 1CC/I,
ALA — y 47% ¢ nCC. AxkruBHas ¢a3a 3a00IeBaHUs B 1Ba
pa3za vaie ormeuanach ipu 1CCJI [4] (Tabm. 1).
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B 2009 r. 611K OMYOIMKOBAaHBI COBMECTHO pa3paboTaH-
Hble EBpomneiickue KIMHNUYECKe PeKOMEHIAINHN TI0 JICYCHUTO
CC/1, Bximovaronye 14 pas3aenoB 110 OCHOBHBIM ITPOSIBJICHUSIM
00Je3Hr. DTU PEKOMEHAAINY YIUTHIBAIOTCSI TIPU JICUCHUU
06osbHBIX B Poccuu. OTeuyecTBEeHHbIE peKOMEHIALIMY 10 Jieue-
auto CCJl mpuBeneHbl B COOTBETCTBHAE C MEXIYHAPOIHBIMH,
3TU TaHHBIE UCTTIOJIb3YIOTCS B TIeIarOTMYECKON paboTe COTPyI-
HukoB UHcTuTyTa [5].

BaxHoit B mpakTuyeckoM IjlaHe Obljia paboTa 1Mo usy4de-
HUIO MPUYMH U (HaKTOPOB PUCKA CMEPTENbHBIX MCXOM0B MPU
CC]Jl Ha coBpeMeHHOM 3Tarne [6]. 3a BpeMst co3maHus 6asbl
nanHbiXx EUSTAR 3apeructpupoBaHo 234 neTaJbHBIX UCXOJA,
U3 HUX Gojiee MONOBUHBI (55%) ObLIU CBSI3aHBI HEMOCPEICT-
BeHHo ¢ CC/I (tab6m. 2).

Benymne npuuunsl cmeptu — WUILJI, nerounast aprepu-
ajlbHasl TWIICPTEH3MS, apUTMMU, pa3BUTHE CKJIEpOACpMUUE-
CKOTO TIoYeyHOoro Kpu3a. Cpenu MpuIvH JIeTATbHBIX NCXOIOB,
He CBSI3aHHBIX C OCHOBHBIM 3a00JIeBaHMEM, OBUIM OTMEYEHBI
vHGpeKuUn (MHEBMOHUM, CENTULEMMUS), MapaHeoIiacTuye-
cKkue 3a0071eBaHMs, KapIUOBACKYISIPHbIE OCIOXHEHMSI.

T. Hiigle u coaBr. [7] mpoBesu cpaBHUTEJIbHbBIE UCCIIEI0-
BaHust ocobeHHocteir CCJI, HayaBllIeics B MOXUIIOM BO3pac-
Te — nocie 75 aet (123 6oabHbBIX) U 00Jee MOJIOAOM BO3pacTe
(n=8431). INpossnaenuss CCJl, HauaB1ieiics mocie 75 net, oT-
JIMYAIOTCS OT €€ CMMNTOMATUKM Y ITallMEeHTOB, 3a00JIEBIIMX
B Oosiee MojiomoM Bospacte (Ta6:. 3). Tak, myst 6oee mo3aHe
CC]J1 xapakTepHbI JUMUTUPOBAHHOE IMOpaXKeHNe KOXHM, ITopa-
JKeHUe cepilia, B TOM YUCIIe HapyllIeHe TIPOBOUMOCTHU, Tra-
croiaunyeckas auchyHkuus. Kpome toro, Hambosee yacto
BCTPEUYAIUCh JIeTOYHAsT apTepralibHast TUTIEPTEH3UST U CUCTeM-
Hasl apTepuaibHasl TUIIEPTeH3Us. B 11eioM, HecMOTpsT Ha JIM-
MUTUPOBAHHBIN XapaKTep MopaxeHus KOXXu, HauboJsee akTUB-
HOIM U MporHoctuyecku HebaaromnpusTHoii 6buta CCI, pas-
BUBILASICS B TTOXKUJIOM BO3pacTe.

ITpu CCJI Ha poHEe XpOHUYECKOIO MUILIEBOJHOTO ped-
JII0OKCa pa3BUBaeTcs mnuileBoa bappeTra, mpu KOTopoMm MmeTa-
MU1a3us U MOCJeIyoIast TUCTIIa3Hus CIM3UCTON 000T0UKH SIB-
JISTIIOTCST (DaKTOpaMM PUCKa pa3BUTHS aleHOKAPLIMHOMBI TTHIIIe-
Boza [8, 9]. B onHoli 13 paboT OBUTM TIPOCTIEKTUBHO TIPOCIIEKEe-
HBI TTaneHTsl ¢ topaxenneMm 2KKT, B 4acTHOCTH ¢ TIUIIEBO-
nom bapperra. Yactora pa3BuUTHS aneHOKapIIMHOMBI COCTaBU -
112 4% B TOJI I10 JAHHBIM IIPOCIIEKTUBHOTO TPEXJIETHETO HAOJIIO-
NeHUsT y OOJbHBIX ¢ IIpU3HAKaMU TUCIDIa3uu. Tak Kak U3BecT-
HO, YTO paHHsISl JUMArHOCTMKA aleHOKApLUUHOMBI IMOBBIIIAET
BbIXKMBAEMOCTb, aBTOPbI IMpeJiaraloT y OOJbHBIX C BIIEPBbIC
BoIsiBieHHON CCJI mpoBOAUTb 9HAOCKOIUYECKOE UCCIeI0BA-
HUe MuIeBoaa (¢ OMoICHeil CAU3UCTON 000J0YKH TIPY BhIpa-
JKEHHBIX €r0 U3BMEHEHMSIX) OJMH Pa3 B 3 To1a Py HAJIMYKUU Me-
Taruiasuu (6e3 IUCIIa3uM) U eXKETrOAHO TIPHU TTOATBEPXKICHHOM
nucrutasuu [10].

B omHOM M3 MPOEKTOB ObUTM TMPOAHATU3UPOBAHBI pe-
3yJIBTAThI Oa3bl TAHHBIX, CBSI3aHHBIE C HATMIUEM TUCHYHKITUN
sneBoro xenynouka (JIZK) [11]. B uccnenosanue 66110 BKITIOUS-
Ho 7073 6onbHbix CCI. YacroTa nuchynkuuu JIZK [dpakius
narHanust (PU) <55%] cocrasuna 5,4%. Uzydensl 129 60i1b-
HbIX ¢ DU <55% u 256 GonbHbIX ¢ HopMabHOU DU. Beiiu
BBISIBJICHBI CJIENYyIOIIME He3aBUCHMMbIe (haKTOpbI, CBSI3aHHbIC
¢ pazButueM auchyHkimm JIK:

— BO3pacT,

— MYKCKOMH MOJI,

— IUTUTAJIBHBIC SI3BBI,

— MUO3WT,

— MOpaxXeHUe JIETKUX.

Kpowme Toro, yctaHOB/IEHO, YTO GJIATONPUSATHOE BIMSTHUE
Ha ¢yukuumio JIXK oka3bIBaeT nmpreM 6JI0KaToOpOB KaTbIIUEBBIX
KaHaJIOB.

B Hacrosiiiee BpemMsT B COOTBETCTBUU C KPUTEPUSIMU
AMepukaHcKoi Kojuieruu peBmatosioros (ACR) nuarnoz CCJI
MOXET OBbITh TIOATBEPXKIACH IMPY HAJTMYUU TTPOKCUMATBHOW WH-
ITyparuy KO WU ABYX U3 TPEX TOTIOJTHUTEIbHBIX KPUTEPHEB:
CKJIEPOAAKTWIINS, OUTUTANbHBIE SI3BBI M JIETOYHBII (hubpo3.
OnHaKo y MHOTMX MallMeHTOB MPU OTCYTCTBUM MPOKCUMAJIb-
HOW CKJIEPOJEPMUU UMEETCSI Cepbe3Hasl OpraHHasl MaToyJorusl,
HampuMep Takasi, Kak JierouHas runepreHsusi. [Iporpeccupy-
Io11as1 BUCLIEPAJIbHAS TTATOJIOTUSI MOXET BBISIBIATHCS y TAllU-
eHTOB, He ymoieTBopstommx kKputepusiMm ACR. TlomoOHBIE
U3MEHEHUsI BCTPEUAIOTCS YK€ Ha PAaHHUX CTaAUSIX OOIe3HU 13-
32 COCYIUCTBIX, (PUOPO3HBIX U BOCTIAIMTEILHBIX HAPYIIEHUIA,
KOTJa KJIMHUYECKUE CUMIITOMBI ellle HeoueBUIHbI. [loaTomy
Ha paHHe# cranguu 6one3Hu auarHoctruka CCJ MOXeT BbI3bI-
BaTh cepbe3Hble 3aTpyaHeHus. [To aTolt mpuunHe, a Takxe s
Hayaja 3(pdeKTUBHON Tepanuu CBOEBPEMEHHAasl U BO3MOXHO
paHHSISI TUAarHOCTMKA TMPENCTABIISIETCSI YPE3BbIYAHO BaXKHOM.
Bonbimm 1ocTHKEHEM MOXKHO CUUTATh Pa3pabOTKy aJaropuT-
Mma panHeii ruarHocTukd CCJI 1 co3nanne HOBBIX AUATHOCTHYE-
ckux kpurepueB CCJI [3].

Ta6nuua 2 MpuynHbl cmepTn npu CCL

Mpuymnubl cmepty Yueno, n (%)

Bcero cmepTeit 234 (100)
A. CessaHHble ¢ CCO 128 (55)
B TOM uncne:
NEroyHbIin nbpos 45 (19)
«30MIMPOBAHHAA» NEro4Has apTepuanbHas runepTeHamns 33 (14)
aputMunm 14 (6)
NEBOXENyN04KOBAA HEJOCTATOMHOCTb 8 (3)
NpaBOXeNyA04K0Bas HeLOCTAaTOYHOCTL 5(2)
OMBEHTPUKYNAPHAA HELOCTATOYHOCTb 4(2)
TamnoHaga cepaua (nepukapaut) 2(1)
OCTPbIN CKNEPoLEePMUYECKNA KPN3 10 (4)
XKENyA04HO-KNLLIEYHbIE OCMIOXKHEHUA 7(3)
B. He cBazaHHble ¢ CCA 96 (41)
B TOM uncne:
VHMEKLMN (MHEeBMOHNN, CENTULEMUA) 31 (13)
onyxonu 30 (13)
KapAnoBaCKYNAPHbLIE 0CNOXHEHUS 28 (12)
Tabnuuya 3 Mpossnenus CCLl B 3aBMCUMOCTH
0T BO3pacTa Hayana 60se3xu, %
MNposBnexus Bo3spact <75 netr  Bospact >75 net
Iudbcby3Has hopma 32,5 18
JumnTpoBaHHas hopma 58 74
AnTmn-Scl-70 32 23
ALA 34 54
JurutansHble 238kl 33 22
HapyLueHus npoBoguMocTu 10 22
[nactonuyeckas AMCHYHKLUMS 16 30
JTero4Has runepTeHamns 20 35
ApTepuansHas runepTeH3uns 20 41
loBbIlLEHNe MapKepoB BOCNaneHus 30 44
CMepTHOCTb 6,7 22
Bpems 0T ycTaHOBNEHWS anarHosa 4 73

00 CMepTun, Mec
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Anroput™M auarHocTUKH odenb panneii CCJH, mo cytu
MPeAKIMHUIECKOM CTanuy 00JIe3HU, BKITIOYaeT aBa 3Tana. [1o-
no3peHue Ha oueHb paHH010 CCJI 1oKHO BOBHUKHYTD Y Bpa-
ya JI000# CIeMaTbHOCTH, €CJIU IIPU OCMOTPE MJIN B aHAMHEe3¢
y OosnbHOro mmeercst (peHomeH PeiiHo. Ellle oguH BaXHBIN
pPaHHWI CUMITTOM — OTEK MaJIbIeB WJIN BCeil KUCTH, TaXe eCu
OH BO3HMKAaeT HEeMOCTOSIHHO. M3BECTHO, YTO OTEYHOCTh KHC-
teit (pufty fingers, puffy hands) orHocuTcs K He3aBUCUMBIM
npeaukTopaMm sBojilouuun ¢eHomeHa Peitno B CCI [12].
Ha nepBoii cTyrneHu AMArHOCTUKU OOJIBLHOrO ¢ (heHOMEHOM
PeitHo u/unu orekom KUCTeil HEOOXOAMMO HaMpaBUTh Ha TeC-
THpoBaHue B cbhiBOpOTKe KpoBu AH®. Menomen Peiino, oTek
KHCTell ¥ MO3UTHBHBIN pe3yibrar Tecta HAa AH® pacueHuBaror-
csl KaK KpUTEPUU «TIePBOTO YPOBHSI» («KpacHbIe (arn»). Bor-
SIBJICHUE 3TUX IIPU3HAKOB Ha TIEPBOM 3Tarie TMarHOCTUYECKOTO
MOMCKA CIYKUT OCHOBAaHMWEM JUISl HaIpaBJICHUS MMallieHTa Ha
KOHCYJIBTAIIAIO K OMTBITHOMY PEBMATOJIOTY, XOPOIIIO 3HAIOIIEMY
kiuHnyeckyto KaptuHy CCJ. PeBmartosior periaer BOIpoc
0 Ha3HAYeHUU OOCIIeIOBaHMsI Ha BTOPOM 3Talle TUAarHOCTUKU
U TI0 TIOKa3aHUsIM Ha3HavyaeT KalmLISIPOCKOIMIO, CIeIualb-
HO€ UMMYHOJIOTHYecKoe 00cieIoBaHue 1Sl BbISIBJICHUST aHTH -
Tes K TonouzomMepase (Scl-70) u ALLA [13]. ITpu o6HapyxeHun
KaK MUHUMYM OfHOro u3 3tux npeaukropos CCJl mauueHTy
¢ cUHAPOMOM PeiftHO M/WIM OTEYHOCTHIO KUCTEN MOXET OBbITh
yCTaHOBJIEH AuarHo3 oueHb paHHelr CCJl, u oH 00s3aTeTbHO
TTOJDKEH HaOJTIoaaThesl peBMaTOJIOTOM. B T1aH BeieHUs Takoro
0OOJIBHOTO PEBMATOJIOT BKIIFOUACT TOTOJHUTEIBHBIC MCCIICI0-
BaHUS JIJIST BBISIBJICHUS ITATOJIOTUU BHYTpeHHMX opraHoB: KT
OpraHoB rpyaHoit kietku njs uckimodenus UIJI, ¢pyHkumno-
HaJIbHBIEe JIETOYHBIC TECTHI IUTSI TUAarHOCTUKYU PEeCTPUKTUBHBIX
HapyleHuii, onpeaesieHrue 1uQGy3nOHHON CITOCOOHOCTH Jier-
KWX, MAaHOMETPMIO IMUIIEBOAA JJIs OLIEHKU TOHYca HUXKHEro
chunkTepa 1 pedtokca MuileBoJa WK peHTreHorpaduio mu-
1IeBOJa [Jisl BbISIBJEHUSI €ro TUIOTOHMM, a Takxke DKI
u OxoKI' w1 yrouHeHus XxapakTepa KapauaJlbHOM MaToJOIvH.
B pesynbraTe Takoro oO0ceIOBaHUS HEPEIKO BBISBISIOTCS
MPU3HAKK, O3HAYAIOIIMeE, YTO OOJIE3HDb Tepeliia U3 TPEeIKII-
HUYECKOI cTaiuy B MaHUMECTHYIO ¢ OpMHUPOBAHNEM BHUCIIE-
pasbHBIX TopakeHui. Tak, y 42—48% 60bHBIX ¢ (HEHOMEHOM
Peitno, AH® u/unu xapakTepHBIMUA KalMIISIPOCKOITMIECKI -
MU U3MEHeHUsIMU (M 6e3 Ipyrux KIMHUYECKUX TMPOSIBICHUI
CCJl) npu yriay0JaeHHOM OOCJIeI0BaHUN BBISIBUJIOCH KaK MU-
HUMYM OITHO (DYyHKIIMOHAJIBHOE HapYIIeHUE, CBUICTEIbCTBYIO-
111e€ O BOBJICYEHUU BHYTPEHHUX OPraHOB.

PacuipuBiivecs: BO3MOXHOCTH 00C/€10BaHUs U UTOTH
JUINTEIbHBIX HaOoaeHuit 3a sBoouueii CC/ moaroToBmwIn
MOYBY ISl pa3pa0O0TKU HOBBIX KJIACCU(UKAIIMOHHBIX KPUTEPU-
eB CCJI (ta6i. 4). C aroii neapto EULAR u ACR ocyiiecTBu-

Ta6nuua 4

JIU COBMECTHBIN TMPOEKT, B BHIMTOJIHEHUU KOTOPOTO MPUHSUIA
yuactue akcnepthl To CCJI u3 pa3HBIX CTpaH, UCIIOIb30BaJICS
meton Delphi exercises. ITocie hopmMupoBaHMs CICKa auar-
HOCTUYECKN 3HAYMMBIX TapaMeTpoB ObUT OmpesesieH WX Bec
U co3laHa Kiaccu(uKalMOHHAs cucTeMa, anpoOupoBaHHas
Ha HavyaJibHOU BbIOOpKe 601bHbIX CC/I, B KOTOPYIO BOLLUIU O
100 yenosek u3 EBponbl u CIIA. B kputepun BriItoueHb! 10
npu3HakoB. [laiueHTsl, «HaOupalolue» B cymme 9 OaioB
u OoJjiee, KJIacCU(PUIUPYIOTCS KaK MMeEIOLIKME JTOCTOBEPHYIO
(definite) CCJI. I1pu TecTMpoBaHUM HOBBIX KPUTEPUEB Ha Ba-
JIMIALIMOHHOM BBIOOPKE YYBCTBUTEJIBHOCTH cocTaBuia 91%,
crienuduyHocTh — 92%. TecTrpoBaHMe Ha 3TON Xe BHIOOPKE
kputepueB ACR 1980 1. mokaszaio nx MEHbIIYIO YYBCTBUTETb-
Hoctb (75%) u crieunduaHocts (72%). HoBble kpurepun Oy-
IYT TIPEIJIOXEHBI I SMUASMUOJIOTMUYECKUX MCCIIeAOBaHUIA
W KJIMHWYECKUX WCTIBITAHUI TIOC/Ie anpodaluy B KITMHUYE-
ckoit nmpakTuke u yreepxnenuss EULAR u ACR.

OnvH W3 TIPOEKTOB, HE CBSI3AHHBIX HEMOCPEICTBEHHO
¢ 6azoit maHHbiXx EUSTAR, ObUT MOCBSIIEH 2BOJIOLIMUA CME-
aHHoro 3aboJjieBaHus coeauHuTeslbHOl TKaHu (C3CT)
M BKJIIOYWJI OOJIBIIYIO IPYIITy G0gbHBIX (n=161), nmpociiexeH-
HbIX B cpeaHeM B TeueHue 8 JieT. [Tockonbky misg C3CT He cy-
LIECTBYET YHU(DULIMPOBAHHBIX WM BAJIMIUPOBAHHBIX KpHUTE-
pMeB IMArHOCTUKM, OBLIO TPOBEACHO CpaBHEHUE MPUMEHSsIe-
MBIX Ha mpakTtuke kputepueB nuarHoctuku C3CT, mpemio-
xkeHHbIX Sharp, Alarcon-Segovia u Kasukawa. Uepe3s 8 net 58%
OOJIbHBIX, TEPBOHAYATBLHO YIOBIETBOPSIONINX KPUTEPUSIM
Kasukawa, coxpaHsiiM KJIMHUYECKYI0O U MMMYHOJIOTUYECKYIO
000CO0JIEHHOCTh OT JIPYTUX «KJIACCUIECKUX» PEBMATHUUECKUX
3a0oseBaHuii, ocrtaBasicb B pamkax C3CT, uyro npeanosiaraet
HO30JIOTMYECKYIO CAMOCTOSITEIbHOCTE 6oJie3Hu. Y Tpeth (29%)
0onbHBIX, AeooTupytoux no tuny C3CT, B nanbHeliieM pas-
BUBAIOTCSI OMPEeICeHHbIE peBMaTHUYECKKE 3a00IeBaHUSI — CU-
creMHasi KpacHas BojyaHka, CCJl, peBMaTOMIHBIA apTpUT
WU KX epekpecThl (puc. 2). B 11,6% ciydaeB B KOHIIe Ha0I10-
neHust coxpansich npusHaku C3CT, koTopoe onpeaeseHHO
He KJIacCcCU(pUIIMPOBAIIOCh HU B OJHO M3 U3BECTHBIX (U MMEIO-
IIUX KPUTEpUU AWArHO3a) peBMaTUUYECKUX 3a0o0JIeBaHMUIA,
B CBSI3M C YeM YCJIOBHO OBLJIO Ha3BaHO HeaudhepeHIIMPOBaH-
HBIM 3a00JIcBaHNEM COCIUHUTEIBHOM TKaH! [14].

Takum 06pa3oM, TIpoliecc IBOJIOLINN 3a00JIeBaHNS, YIO-
BiierBopsitolero umerommcs kpurepusim C3CT, B yacTHOCTH,
kputepusiMm Kasukawa, MOXeT TTPOMCXOIUTH IO IBYM HarpaB-
JeHusiM. [lepBoe — «KOJMYECTBEHHOE» MPOrpeccCupoBaHUE
C HapacTaHWEeM U paclIUPEeHUEM CUMIITOMATUKU MIPU COXpaHe-
HUU MEPBUYHOTO CUMIITOMOKOMIUIEKCA U MEPCUCTUPOBAHUS
BBICOKMX TUTPOB aHTUTEN K pUOOHYKIIeOoNpoTenny (6e3 mosis-
JIEHUST IPYTMX aHTUSIIepHBIX aHTUTeN). CBoeoOpasHoe (M mpu

KnaccudukaunoHHble Kputepum cuctemHoin cknepogepmun ACR/EULAR

MapameTtpbi (ITEMS)

Bapuantbl npusHako (SUBITEMS)  bannbl

YTonLieHne KOXN 06enX pyK BbiLle NACTHO-(hanaHrosbix cyctasos (MDC)

YTOnNLLEHME KOXN NanbLes (TONbKO 60NbLUNIA CHET)
[OurutansbHas uwemms (ToNbKo 60/bLUMIA CHET)

TeneaHrnakrasuu

Kanunnapockonuyeckne n3ameHeHus

JleroyHas aptepuanbHas runepteHaus u/unan AN
®eHoMeH PeitHo

CneuundunyHble ayToaHTutena (aHtu-Scl-70, ALIA, k PHK-nonumepase il

OTek nanbLes g

Bce nanbubl guctanshee NOC 4
S13B0OYKN 2

Py64unku 3

2

2

2

3

3
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3TOM CTaOUJIbHOE B TEUEHME HECKOJIbKUX JIET) COYETaHUE TPO-
SIBICHUI pa3HbIX peBMaTUYECKUX 3a00IeBaHUI M YHUKAJIbHBIM
ayTOMMMYHHBII PO Y TaKUX OOJBHBIX CBUIACTECIBCTBYIOT
0 TOM, YTO 3TO 0c000€ KIMHUKO-UMMYHOJIOTUIECKOE COCTOSI-
HUE, MMO-BUIUMOMY, SIBIISIETCSI HO30JIOTUIECKN CaMOCTOSITEITh-
HBIM 3a0osieBaHueM. Bropoii BapuanT 3Bomouuun C3CT —
(dopMUpoBaHue APYyroi peBMaruyeckoit oosieanu. Ilpu wuc-
MOJTb30BAHUW M aHaM3e 0a3bl JaHHBIX ObLIO BBISIBICHO, YTO
kputepun nuardHoctuku C3CT, mpemnoxeHHble Kasukawa
U COAaBT., HauboJiee ONTUMAJIbHBI UIS1 UCIOJIb30BaHUsI B KJIH-
HUYEeCKOoI nmpakTuke [15].

®I'BHY HUMP um. B.A. HacoHOBO# TakKe IPUHSI
ydyacTMe B HECKOJbKHUX (YHIAMEHTAJIbHBIX ITIPOEKTax
EUSTAR:

1. «Monynsaumss TpOAyKIIMU AePMabHOIO KOJUIareHa
MyTeM BO3IEICTBUS Ha aIeHO3MHOBBbIE A2A-pelenTOphI»
(2010) [16].

2. «[Momumopdusm rena VEGF npu CCJI» (2009) [17].

B BbINOAHEHUU MPOEKTOB ydyacTBOBaio 9—10 LeHTpoB
EBponbl (®pannust, Utamust, Tepmanust, Asctpust, [lojbiia,
Benrpus, Poccus u np.). JlabopaTopHasi yacTb MPOEKTOB BbI-
nojHsiack B [epmanuu u Bo @panunu. Hamu 6buti oTripasiie-
HbI Orosornyeckue odpasiisl Ha 60 6onbHbIX CC 1 50 mui u3
TpyNIbl cpaBHeHMSI. Pe3yabraTel ObLIN ONyOJIMKOBAHBI B BELY-
1IUX 3apyOeXKHBIX XypHaJiax.

Hapsiny ¢ Hayunoit pa6otoit EUSTAR opranmusyer 00-
pa3oBaTeIbHBIC MEpPOIPUSATHSI IJiS PEBMATOJIOTOB pPa3HOTO
ypoBHs. C 2005 1. kaxmble ABa Tofa MPOBOJSTCS HIKOJBI TSI
MOJIOJIBIX YUEHBIX, B PabOTe KOTOPHIX MPUHUMAIN ydacThe
HayuyHble coTpynHuku @TBHY HUUWP um. B.A. HacoHoBoii.
B 2011 r. mpoBeneH yriayoJeHHbI Kypc U3yUYeHUS JIETOUHOM
TUTIEPTeH3MH, Ha BEAYIIMX MUPOBBIX (hopyMax ¥ KOHTpeccax
€XETOAHO TPOBOMASTCS CHELUaTU3UPOBAHHbIE CECCUM IO
CC/. B 2012 r. oTKpbLICS crieuMaabHbIiA on-line Kypc oOyue-
Husg EULAR no CCJI.

C 2007 r. no unuumnatuBe EUSTAR B EBpone npoBoauT-
csl IeHb cKyIepoaepMuu. ExXXeromHo B KOHIIE MIOHST OTHO U3 3a-
cenannii YueHoro coeta ®I'BHY HUMP um. B.A. HacoHo-
BOI ITOCBSIIACTCS TOCTKEHUSIM B u3ydeHun u jeueHuu CCJI.

3akniyeHune

AHaM3 pe3ybTaTOB HayIHBIX UCCIIETOBAHUIA, TIOTyJeH-
HeIX B pamkax pabotel EULAR/EUSTAR, maetr ocHoBaHue
YTBEepPXKIaTh, YTO PaHHSISI TMAaTHOCTUKA, CBOEBPEMEHHOE BBISIB-
JIEHUE TOpakeHUsI BHYTPEHHUX OPTraHOB U NMPUMEHEHUE COB-
PEMEHHBIX CTAaHIAPTOB TEPANIMKU MOTYT CIIOCOOCTBOBATDH MOBbI-
mweHuto KX 6onbHbIX, yMeHbLIeHUIO TskecT CCJ v cHuke-
HUIO CMEPTHOCTH TIPU 3TOM 3a00JIeBaHUN.

MepcnekTuBbl ganbHeiwen pa6oTobl

B pamkax EULAR/EUSTAR

B mnacrtosimee Bpemsi EUSTAR mpemroxuna HOBYIO
MOZ[I/I(i)I/IKaLII/I}O 0a3sl JaHHBIX C Z[O6aBJ'leHI/IeM CII€LIMaJIbHBIX
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Il cscr

|:| C3CT+apyrue 3CT

I cks
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I:‘ HeanddepeHumpoBaHHble
3a60/1eBaHMA

M c
. Overlap-cuHgpom

Puc. 2. 3sontouns C3CT y 161 60nbHOrO, %

MPUJIOXEHUN I KJIMHUYECKUX HUCTbITaHUM. OCHOBHas
LHeJab MoaupuKaluu — pa3paboTKa CUCTeMbl OLleHKHU 3¢ de-
KTUBHOCTU MPU KJIMHUYECKUX UCCIAEAOBAHUSIX U COOCTBEH-
HO MpOBeJIeHUE KIMHUYECKUX HCIIBITAHUN COBPEMEHHBIX
METOIIOB JieueHUs oTaesbHbIX nposiBieHuit CCJ. Ha ocHo-
BaHUU COBOKYITHBIX PE3yJIbTaTOB YK€ MPOBEACHHONW PabOThI
MOXHO KOHCTAaTHpPOBAaTh, YTO TOIAcpXKaHUEe 0a3bl JaHHBIX
IIJIST TIPOCIIEKTUBHOTO HaOMoAeHUS KOropThl 60bHBIX CCJI,
B pamkax mnpoekta EULAR/EUSTAR u omHOBpeMeHHOE
yJacTHe B MEXIYHAPOMTHBIX KIMHUIECKUX UCTIBITAHUSX TT03-
BOJIUT OObEKTUBHO OIIEHUTH 3(h(HEKTUBHOCTh OCHOBHBIX BU-
noB tepanuu CCJI nist pa3pabOTKU KIMHUYECKUX PEKOMEH-
aluil, OCHOBaAaHHBIX Ha JoKa3aTeabcTBax. Co3gaHue TaKux
peKOMeHAalUUi YAydIIUT MH(GOPMUPOBAHHOCTb Bpayeil Mo
Kypauuu ocHOBHBIX nposiBiieHuit CCJI, 4TO MOXKET MOBbI-
CUTh YpOBEHb CHEIUATU3UPOBAHHOI TOMOIIU OOJbHBIM
CC]Jl B Poccun.

IIpospaunocms uccaedosanus

Hccaedosanue nposodunocs 6 pamkax 8binoaHeHUs HAYHHOU
membt No364, ymeepocdennoii Yuenvim cosemom @ITbHY HUUP
um. B.A. Hacomnosolii.

Hccnedosanue He umeno cnoHcopckoll noddepicku. Aemopot
Hecym NOAHYI0 OMEEMCMEeHHOCHb 3a NPedoCmagaenue OKOH4A-
MENbHOU 6epcull PYKONUCU 8 nevams.

Jlekaapauus o punancoewvix u opyeux 63aumoomHouleHUsX

Bce agmoput npunumanu ywacmue 6 paspadomie KoHyen-
yuu u OuU3atHa uccaedo8anus u 6 Hanucanuu pykonucu. OkoHua-
menvbHas eepcusi pykonucu 0viaa 0000pera écemu agmopamu. Ag-
MOpbL He NOAYHANU 20HOPAD 3a UCCAeO08AHUE, NCKUUU UAU SDAHMbL
no meme uccae0o8anusl.

baazooaprocmu

Aemopul 6aaeo00apsm compyOHUK08 1a60pamopuu MuKkpo-
YUPKYASUUY U BOCRANEHUS. 3 NOMOUWb 8 COOpe MAmMepuana, 3ano-
HeHUUu memamueckux Kapm u 6a3vl 0QHHbIX NAYUEHMO8.

CNNCOK NYBNWKALWUWA No PE3YNbTATAM YYACTUA
B MEXAYHAPOAHOM COTPYAHWYECTBE NO NUHWUW EULAR/EUSTAR
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