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00630p noceauen npobaeme anmumenoobpazoearus npu cucmemuoii ckaepodepmuu (CCJ), ¢ akuenmom na anmumena K puboHyKAeonpome-
uny (PHII): wacmome eécmpeuaemocmu, cmpykmype, kaunuveckum accoyuauusam. CCI[ — npoepeccupyrouiee noaucunopomuoe 3aboieeanue
C XapaKmepHulM NOpajiceHuem KodxcU, ONOPHO-08UAMENbHORO0 ANNAPAMA, GHYMPEHHUX 0p2aHos (cepoud, AeeKux, NUUe8apumenbHo2o
mpakma, no4ex) u pacnpocmpaHeHHsIMU 8a30CAACMUYeCKUMU HapyuleHusMu no muny cunopoma Peiino, 6 ocnoge komopuix aexcam npoyec-
cbl de3opeanusayuu coeOUHUMeNbHO MKAHU ¢ npeobaadanuem Gubpo3Ho-cKAepOMU1ecKux UzMeHeHuil u cocyoucmoii namoaoeuy o muny
c8oeobpazno2o obaumepupyioujeco snoapmepuuma. Haruuue anmumen x pazauunoim aymoanmueenam — xapakmepras vepma CCJ[. Cpedu
nayuenmos, yoogaemeopsouux kaaccugukayuonnvim kpumepusim CCI, umeemcs nodepynna 601bHbIX, Y KOMOPLIX He GbIAGASIOMCA CHelyU -
duueckue ons CC/A anmusidepnvle anmumena, Ho NPUCYMCMEYIOM AHMUMENA K PACMBEOPUMbBIM S0ePHbIM aAYMOAHMULEHAM, A UMEHHO —
anmumenam K PHII. Jlannviii mun aymoanmumen (aymoAT) onucan npu pasauyHwixX cUcmemMHbIX 3a001€8aAHUAX COCOUHUMENbHOU MKAHU:
cucmemHoll Kpachoi eonuarke, depmamomuosume u noaumuosume, CCJH. Yacmoma evisenenus anumumen k PHII npu CCJ] sapvupyem 6
DPa3HbIX dmHuvecKux epynnax 6 npedesax 5—30%. Kpome moeo, nozumusenocme no anmumenam k PHII sensemesa xapakmepHoil yepmoii
cMeuwanoeo 3a60ae6anus coedunumenvhol mxanu. Ha cecoonsawnuii dens npedcmasnsem unmepec 6o1ee 0emanvhoe usyuenue 00AbHbIX
CCJ, nozumusnuvix no anmumenam k UI-PHII, ¢ 6oamoscnocmoto videnenus Hooeo cyomuna CCJl, a makoice cpasnenus u noucka omau-
uyii nocumeneii anmumen k UI-PHII om dpyeux xopowo onucannwix gpenomunog CC/l. Jlannas npobaema npedcmaensiemcs aKmyanbHoll,
VHUMbIGAS AKMUBHO PA3PAOAMbIEAEMbLIL 8 PeBMAMON02UU NePCOHUPUUUPOBAHHDI NOOX00 K Kypayuu O0AbHBIX.
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Positivity for antiribonucleoprotein antibodies in rheumatic diseases: focus on scleroderma systematica
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The review deals with the problem of antibody production in scleroderma systematica (SDS), with a focus on antiribonucleoprotein (RNP)
antibodies: frequency, structure, and clinical associations. SDS is a progressive polysyndromic disease with characteristic lesion of the skin,
locomotor apparatus, viscera (heart, lungs, digestive tract, and kidneys), and common vasospastic disorders as Raynaud'’s syndrome, the
basis for which are the processes of connective tissue disorganization with a predominance of fibrosclerotic changes and vascular pathology as
peculiar endarteritis obliterans. The presence of antibodies to different autoantigens is a distinguishing feature of SDS. Among the patients
who meet the classification criteria for SDS, there is a subgroup of patients who are not found to have SDS-specific antinuclear antibodies,
but have antibodies to soluble nuclear autoantigens, namely, antibodies to RNP. This type of autoantibodies is described in various systemic
connective tissue diseases: systemic lupus erythematosus, dermatomyositis, polymyositis, and SDS. The detection rate of anti- RNP antibodies
in SDS varies from 5 to 30% in different ethnic groups. In addition, positivity for anti-RNP antibodies is a characteristic feature of mixed
connective tissue disease. A more detailed study of anti-UI-RNP antibody-positive patients with SDS, by identifying a new subtype of SDS,
comparing, and searching for dissimilarities of anti-UI-RNP antibody carriers from other well-described phenotypes of SDS, is of interest
today. This problem is relevant, by taking into account the personalized approach to following up patients, which is actively being elaborated
in rheumatology.
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CucremHas ckieponepmusi (CCJIl) — mporpeccupyloliee
MOJTUCUHAPOMHOE 3abojieBaHNE C XapaKTePHBIM ITOpakeHUEM
KOXU, OITOPHO-JBUTATEILHOTO ariapara, BHyTPEHHUX OPTaHOB
(cepmua, JIETKKX, MMUIIEBAPUTEIBHOTO TpaKTa, ITOYeK) M pacipo-
CTpaHEHHBIMM Ba30CIACTUUYCCKUMU HAPYIICHUSIMU TI0 THITY
cuHapoma PeiiHo, B OCHOBE KOTOPBIX JiexKaT MPOIIECCHI 1e30pra-
HU3ALMU COCNUHUTENbHON TKaHU ¢ TpeobiagaHueM ¢hubpos-
HO-CKJIEPOTMUYECKMX U3MEHEHMI U COCYIUCTOM ITaTOJIOTUU IT0
TUITy CBOEOOpa3HOro oOjuTepupylollero sHaaprepuuta [1].
CCJl ornuyaeTcsl KOMIUIEKCHBIM XapaKTepOM IaTOTCHETHUYC-
CKUX HapyIICHUM, OTPaKAIOIIMXCS B IPKOM KJIMHUYECKOM T10-
nmumopgpusme. Ilporpeccupyiomiee Teuenne CCJ nmpuBoguT K
Pa3BUTHIO HEOOPATUMBbIX UBMEHEHMI W HapyLIEHUIO MYHKIIUKU
KU3HEHHO BaXKHBIX OPTaHOB, YTO OMpPEAEISIeT BHICOKYIO MHBA-
JIMIN3ALUI0 OOJIBHBIX U OOIIUI TIJIOXOM MPOrHO3 O0JIE3HU.

KnnHndeckne mposiBJIeHUSI U BapUaHTBI TeYeHUS 3a00J1e-
BaHUSI BKJIIOYAIOT KaK HEOJaronpusiTHbIe OBICTPOIIPOTrPECCUpY-
fo1re GopMbl, TaK M JTUTETbHO TeKYIIMe J0OPOKaYeCTBEHHbIE
BapuaHThl 00Jie3HU. OcHOBHBIE (hopMbl, Uau cyoturnsl, CCJl —
nuddy3Hast, ¢ OOIIMPHBIM MMOPaXeHWEeM KOXW M BHYTPEHHUX
OpraHoOB, W JUMUTUPOBaHHAs (MIOpakeHWEe KOXU OTPaHUIEHO
IHUCTATbHBIMA OTIEIaMU KOHEUYHOCTEH 1 JINIIOM), a TAaKXKe I0BE-
HuIbHas (ne6ioT 3a6oneBaHust no 16 ner). B 10—38% ciayuyaes
BCTpeyaeTcs nepekpectHas popma, npu koropoit CCJI couera-
eTcsl ¢ peBMaTouAHBIM apTpuToM (PA), moauMuosutom/nepma-
tomuo3utoM ([IM/AM), cucteMHOil KpacHOW BOJTYaHKOM
(CKB), cunapomom Lllerpena (CLI) u apyrumu ayTOUMMYH-
HbeIMH 3a00eBaHusaMu. OueHb penko (1—2%) Bcrpeuaercs CCl,
0e3 mopaxkeHus KoxXu — BUCIepatbHast ¢opma. PasHble KIMHU-
yeckue ¢opmbl CCJI pa3ianyaloTcst 1Mo 4acToTe M BbIPaXKEHHO-
CTU MPOSIBJICHUI, CKOPOCTH IMPOTPECCUPOBAHMSI TMOPAKEHMS
BHYTPEHHUX opraHoB u ucxogaM. JduddysHas dopma mmeer
TJIOXOU TIPOTHO3, BO3MOXHOCTHU €€ JIEYeHUS OrpaHUIeHHBI,
0COOCHHO B pa3BEepPHYTOI CTaaAuM, KOTJa ITpeodIagatoT Iporec-
cbl HeoOpaTumoro ¢pudposa [1]. [Narorenez CCJI BKiItOUaeT Tpu
OCHOBHBIX 3BEHa: OOJUTEPUPYIONIYIO BaCKYJOMATUIO MEJKUX
COCY/IOB, TYMOpaJIbHbIE W KJIETOUHbIC HapylleHUs], TUChHYHK-
o GudpobIacTOB, BbIpabaThIBAIOLIUX M30BITOYHOE KOJIMYE-
CTBO KOMITOHEHTOB 3KCTpalle/UTIOJISIpHOrO MaTpukca [2—7].

W3BeCcTHO, YTO OMHUMM M3 BaXKHBIX MMMYHHBIX HapyIIeHWI
MPU CUCTEMHBIX ayTOUMMYHHBIX PeBMaTUYECKUX 3a00JIeBAaHUSX
(CAP3) siBisitoTCst OTEPST TOJEPAHTHOCTU K COOCTBEHHBIM aH-
TUTeHaM U XpoHuueckKas B-numdbonurapHas akTuBaius,
BCJICICTBME KOTOPOM IPOMCXOMUT IOBBIIIEHHAsT BbIpaOOTKa
pasnuuHbix ayroaHtuten (ayToAT). O6HapyxeHue ayToAT Bax-
Ho 1t nuarHoctuk CAP3, 1 HeKOTOpbIe M3 HUX BXOJSIT B UHC-
JIO KJIaCCU(UKAIIMOHHBIX KPUTEPUEB 3a00JeBaHUSI, UCIIOIb3Y-
FOTCS TS OLICHKW aKTMBHOCTH, UX HAJIMYME UMEET OIpelescH-
HOE TPOTHOCTMYECKOE 3HAueHWEe MpU OTAEJbHBIX CYOTHIIax
CAP3 [8—13].

AyToAT, accounupyrommecs ¢ CCJl, BriepBble ObLUIU OMUCA-
HbI B 60-X IT. mpoiwioro Beka [14]. upKyIsiius aHTUTeN K pas-
JIMYHBIM ayToaHTUTeHaM — XapakrepHas dyepra CCJI, yacTtoTa
UX oOHapyxeHust gocturaet 95% [15—18]. B mociaennue rombt
HaKarulMBaeTcsl Bce OOJIblIe JAaHHBIX O 3HAYMMOCTU ayTOMM-
MYHHBIX HapylIeHWil B IaTtoreHese 3abosieBaHus. Bo3moxHO,
ayroaHTtureHsl nmpu CCJI BLICBOOOXIAIOTCS B IMPOLIECCe UILIEMU -
YeCcKU-penepdy3nOHHOTO TTOBPEXKICHUSI TKaHEil, BO3HUKAIO-
1ero Ha (hoHe Ba30CIaCTUYECKUX COCYIMCTHIX peaKIInii, XapakK-
TEPHBIX JIJIsI 3TOro 3abojeBaHus. B mpouecce B-kneTouHoii mpe-
3€HTAllMM ayTOAHTUICHOB Yepe3 KOCTUMYJISITOPHbIE MTOBEPXHO-
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CTHBIE MOJIEKYJIBI IPOUCXONUT akTUBaLMs T-1MM@oLnTOB ¢ Mo-
crenyloleil KJIOHaAIbHOM aKkcnaHcueil T-KJIeTOYHbIX cyOomnomy-
JISIUMI, ayTOPEaKTUBHBIX B OTHOLIEHUW SHI0TEINS U (prudpodiia-
ctoB. [lonaraiot, uto B-KIeTku UrpaloT BaXKHYIO POJIb B ITYyCKO-
BBIX MeXxaHu3Max ¢pubpo3oodbpaszoBanus npu CCJl, a xpoHude-
cKasl akTUBalusl B-kj1eTok HemocpeacTBEHHO B3aMMOCBsI3aHa C
pa3BUTHEM CKJIepoaepMuueckoro (Gpubdposza yepe3 MpoayKIUIO
ayToAT u bubporeHHbIX HUTOKUHOB [19, 20]. OnHako B 11e10M
pousib ayToAT B maroreneze CCJI no koH1ia He sicHa. B To ke Bpe-
MsI HaKOILJIEH OTPOMHBIN 00beM MH(OpMAMy 06 WX TUarHO-
CTUYECKOM M TPOTHOCTUYECKOM 3HAUMMOCTH [21—24].

Cneuuduunsie 1t CC/ ayroAT npeacTaBieHbl FeTepOreH -
HOW TPyNIoil UMMYHOTJIOOYJIMHOB, pearupyolmx ¢ pa3inyHbl-
MU KOMITOHEHTaMU siIpa KJIeTKU (aHTHSIIepHbIe aHTUTENa).
B Hacrostiiee Bpemst u3 0osbiioro criektpa ayroAT, accolmnpo-
BanHbIX ¢ CCJl, HanboJee n3ydeHbl 7, K HUM OTHOCSITCSI aHTUTe-
n1a K ieHtpomMepam (ALLA), x Tormonzomepase 1 (Scl-70), anTuTe-
na Kk PHK-nonumepaze IlI, antutena x Th/To, aHTuTena k
Pm/Scl, a Takxe ayroAT k pubonykieonporernHam (PHIT)
U1-PHIT u U3-PHII [16, 25, 26]. YcTaHOBJIEHO, YTO «CKJIEPO-
nepMudeckre» ayToAT MMeroT 3HaueHHMe KaK CepoormyecKue
MapKepbl OTPeIeIeHHBIX KITMHUIECKIX CYOTUTIOB U MOTYT CITy-
KWTh TIPEIUKTOpAMM Te€YeHUsT U rcxoma 6omaesnu [27]. Creun-
¢uunbie nag CCJ ayToAT nosiBisiloTcsl HA CaMOM paHHEM dTa-
e, 0 pa3BepHYTON KIMHUYECKON KapTUHBI O0JIE3HU, TO3TOMY
OHU MH(OPMATUBHBI MPU JOKIMHUYecKoU nuarHoctuke CC/.
s CCJ] xapakTepHO Haju4re y 60JIBHOTO OTHOTO CTieudud-
Horo ayToAT, KOTopoe coxpaHsieTcsl Ha MPOTSKEHUH BCETo 3a00-
neBanus [16, 28—30]. PaHHsIst iMarHoCcTHKa ITO3BOJISIET CBOEBPE-
MEHHO YCTaHOBUTH IMArHo3 U Hayath Tepanuio. Ocoboe 3Haye-
HUe UMeloT accouuauuu crieuuduueckux wist CCJ anTusaep-
Hbix aHTUTeN (ALLA, antutenamu K Scl-70 u k PHK-nonumepa-
3e III), koTopbie BKJIIOYEHBI B HOBbIE KJIACCU(PUKALMOHHBIE
kpurepun CC/, ¢ xapaKTepHbIMY KITMTHUIECKUMU (DEHOTUTIAMHU.
Tak, nHamuuue antutesa K Scl-70 (10—40%) accounmnpoBaHO C
nuddy3Hoit hopMoii 00e3HU, OBICTPONPOrPECCUPYIOLIUM Te-
YEHUEM U BBICOKMM PHUCKOM TSIXKEJIOr0 MHTEPCTULIMATIBHOTIO MO-
paxenus jerkux (MTT), B To Bpemst Kak ALIA (16—39%) uaiiie
BCTPEYAIOTCSI TIPU JIMMUTUPOBAHHOM (hopMme, TUTUTETHHOM U30-
JIMpOBaHHOM cuHapome PeitHo ¢ oTcyTcTBreM Tsekeaoro UITJT u
MOpPaXKeHUsI TOYEK, HO C BHICOKMM PUCKOM Pa3BUTHSI JIETOYHOM
aptepuanbHoii runepreHsun (JIAI). OmnpeneneHue aHTUTEN K
PHK-nonumepase 111 umeer 0o1bl10€ 3HaUEHUE B CBSI3U C aCCO-
LMalneld ¢ OBICTPBIM MPOTPECCUPOBAHNEM YTUTOTHEHUST KOXKU 1
HanboJjiee BHICOKMM PUCKOM B OTHOIICHUUW Pa3BUTHS MTOpaxe-
HUSI TIOYEK — CKJIEPOAEPMUUECKOTO IMOYEYHOro Kpu3a. Takum
00pa3oM, KJIMHUKO-UMMYHOJIOTMYECKHE acCCOLUALMU UMEIOT
BaXKHOE 3HAYEHUE ISl onpeaeaeHust KinHudeckoi (popmbl CC/L
Ha paHHEM 3Tarie, TPOrHO3UPOBAHUST Pa3BUTHsI OPraHHOM MMaTo-
JIOTUU, OTIpeNIeNIEHUsI TEMIIOB TTPOTPECCUPOBAHUS U IIPOTHO3A.

Kpowme toro, mpu CCJI Bctpeuarotcst ayroAT, o6HapyK1Ba-
eMble TIPU IPYTUX ayTOUMMYHHBIX CUCTeMHBIX P3: peBmaroun-
Hbli akTop (PD), aHTHTENA K HUKINYECKOMY LIUTPYUIMHUPO-
BaHHoMY nientuny (ALILLIT), antutena k Ro/SS-A (aRo), antu-
tena Kk La/SS-B (ala), antutena x kapauonununy (AKJT).
VY OGonbHbIX ¢ mepekpecTHbIM cuHaApoMoM (OVERLAP-cuH-
NIPOM) OHM BCTPEYAIOTCS yalle, YeM B 0OIIell Tpyrre O0IbHBIX
CCJ1, v ux HalMM4YMe CBSI3aHO C OTpPeNeIeHHBIMU KITMHUIECKH-
MM MposiBIeHusIMU. Tak, K npumepy, npucyrctsue ALLLLIT y Ta-
KUX OOJIBHBIX aCCOLIMUPYETCSI C 3PO3UBHBIM apTputoM [31], PO
u aRo — ¢ cunapomowm Illerpena [32].
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Tabnuua 1. Yacmoma éviaerenus anmumen k PHII npu CCJ
UcTounuk Yucio 60abHBIX*

CraposoiitoBa M.H. u coasr., 2016 [33]
Jung M. u coasr., 2014 [34]
Hoffmann A.M. u coabr., 2013 [35]
Mehra S. u coasr., 2013 [36]
Graf S.W. u coasr., 2012 [37]
Krzyszczak M.E. u coasr., 2011 [38]:
BCEro
KaBKa30MJIbI
adpoaMepuKaHIIbI
Hamaguchi Y. u coabr., 2008 [22]
Steen V.D. u coast., 2005 [16]
Reveille J.D. u coast., 2001 [39]:
BCETO
MCITaHIIbI
acdpoaMeprKaHIIbI
KaBKa30MIbI
Jacobsen S. u coaBrt., 1998 (peakius remarrmotiuHaimu) [40]

Ihn H. u coaBr., 1996 [41]

Kuwana M. u coasr., 1994 [42]

26/300

Joas PHII-no3uTHBHBIX 00JbHBIX, %

8,6

195/1145 17
21/425 5
29/528 5,5
9/129 7
19/105 18
10/75 13
7/24 30
11/203 5
71/1432 13
345

9/77 11
22/77 29
9/191 5
15/230 6,5
3/13 23
67/246 27

*B yncaurene — ynciao no3utuBHbIX o PHIT 6obHBIX, B 3HaMeHaTesne — o0lee Yncio o0cie0BaHHbIX (31eCh U B Ta0J1. 2).
|

Hecneuuduueckue ayroAT npu CCJI BKIIOYAIOT aHTUTE-
JIa K KJIETKaM SHIOTeNnsI, hudpobractaM, a TakKxKe aHTUTEa K
MATPUKCHBIM METaJUIONPOTeMHAa3aM, Pa3JIMIHbBIM POCTOBBIM
¢dakTopaM M APYrMM BHEKJIETOYHBIM aHTUreHaMm. CUuTaloT,
yTo nomoOHbIe ayTOAT MMEIoT MmaToreHeTUYeckoe 3HauyeHue,
NEUCTBYST TTOCPENCTBOM aKTMBAIIMM CUTHAJIBHBIX BHYTPUKIIC-
TOYHBIX TTyTell, BOBJICUEHHBIX B GUOPO3 U COCYTUCTOE TTOBPE-
xnenue ipu CCJI [27].

Cpeay TIalIMEHTOB, YIOBJIETBOPSIIOMIMX KIaCCU(DUKAIIMOH-
HbeIM Kputepusm CCJI, nmeeTcst moarpymnia 00JbHBIX, Y KOTOPbIX
He BbIsgBIsIIOTCS cnietnuduueckue mist CCI aHTUsaepHble aHTU-
Tesa, HO LIMPKYIUPYIOT aHTUTeNa K paznuuHbiM PHIT. Knunuue-
ckoe 3HaueHue anturesn K U1-PHIT npu CCJI no cux nop ocra-
€TCSI He SICHBIM, B CBSI3M € UeM JJaHHasl TpyIIra OOJIbHBIX BBI3BIBA-
eT 0co0ObIif mHTepec. Mmeronmecs: [aHHbIe UCCIIEIOBAaHMI 1 JIU-
TepaTypbl 00 OCOOEHHOCTSIX KJIMHUYECKOTO TeUeHHMsl U MTPOrHo3a
0OJIbHBIX ¢ MOBBIIEHHBIM ypoBHeM aHTtuTesa K U1-PHIT no3Bo-
JISTIOT BBIABUHYTH THUIIOTE3Y O TOM, YTO HOCHUTEILCTBO aHTUTEJ K
U1-PHIT y 6onbHbix CCJI MOXET yKa3blBaTh Ha ONpeeaeHHbII
denoTrn 601e3H1. Hapsimy ¢ BO3MOXHOCTBIO BBIIEJICHISI HOBOTO
cyotuna CCJI uHTepec MpencTaBIIsioT TaKKe CpaBHEHUE U TTOMC-
K1 oTsinunii y Hocureseit antuten K U1-PHIT ot npyrux xopoiio
onucaHHbIX ¢peHotunoB CCJI. YacroTa BBISIBACHUSI aHTUTET K
PHII npu CCJ/] miMpoko BapbUpyeT B 3aBUCMMOCTH OT METOna
orpezesieHus1, 0COOEHHOCTE KOropThl 00CIeI0BaHHbBIX OOJbHBIX
W UX STHAYECKON MPUHAIICKHOCTH (TabJ1. 1).

Kaxk BuaHo u3 ta6i. 1, yacrtora BeisiBiaeHus: aHTuTen K PHIT
npu CCJI BapbupyeT B pa3HbIX 3THUYECKUX IpyIMIax oT 5 10
30%, nocturas MakCUMyMa y SITIOHIIEB M adhpoaMepHKaHIICB.
Yacrora nosbinieHus: yposHeit antuten k PHIT B poccuiickoii

rpyI1ire okasajach OJIM3KOM K TaKOBOM B €BPOTEMCKUX TPYITIax
6ombHbIX CCII.

Ilo mpenBapuTeNbHBIM JAHHBIM, Y HOCUTEJIEH aHTUTEN K
U1-PHIT yaie pa3BuBaeTcs u 60Jiee BbIpaxkeHO MopaxkeHue cy-
XOXUJIUNA U CYCTaBOB, Yallle BCTPEUYAETCsl MOpa)KeHWEe MBbIIIIILL,
6oJiee OYEBHMIHO TOBBIIICHUE BOCTIAJMUTEIBHON AKTMBHOCTH,
0CO0EHHO B J1e010Te — JiMxopasaka, Bbicokrue TuTpel CPb u COD.
BaxkHo Takke BBISICHUTBH psI APYTHMX BOMPOCOB, B YaCTHOCTU:
KaKOBBI YaCTOTa M BBIPAXXEHHOCTD MTOPAXKEHUS XKU3HEHHO BaXK-
HBIX opraHos: Jerkux (dyacrota JIAIL, WUI1JI), cepaua (kapavo-
MUOTNATUsI, HapyllleHUs] puTMa), noyek? Koppeaupyer v HaIu-
ype aHtutea Kk U1-PHII ¢ aktuBHOCTBIO 3a00seBaHusi? OTiu-
Y4aeTcst JIX TIPOTHO3 TT0 CPAaBHEHUIO C KJIACCUIECKUMU CyOTHTIa-
mu CCJI u CAP3 B 1ieioM? AKTYaTbHBIMU TaKXKe OCTAIOTCST BO-
npockl 00 n3mMeHeHun tutpa ayroAT k Ul-PHII y GonpHBIX
CCJl Ha ¢oHe JIeYeHUsT, 0 BO3MOXHOM KOPPEJISILIMY TUTPa ayTo-
AT x UI-PHII ¢ aktuBHOCTBIO 3a001€BaHUs (MX U3MEHEHUE B
OTBET Ha MPOBOIMMYIO TepPaInio). YIUTHIBast OTCYTCTBHE TOCTA-
TOYHBIX CBEICHUU B 3TOM 00J1aCTH, NajibHElIIee U3ydeHNEe STOM
MpoOJIeMBbl TIPEACTABIACTCS TEPCIIEKTUBHBIM KaK B HAyYHOM,
TakK U B TIPAaKTUYECKOM TIJIaHEe.

AnTutena Kk PHIT nanpasnensl npotuB Ul — manoro siaep-
Horo PHIT (kommneke Ul—msiPHIT — oauH 13 OCHOBHBIX KOM-
MOHEHTOB CIJIallCOCOMBI; CM. PUCYHOK). B peakuusix crnaii-
cunra npe-uPHK npunumator yuactue 5 MgPHIT — Ul, U2,
U4, U5 u U6.

Hexotopeie u3 6enkoB MssPHII-yactuir Bxomar B cocTaB
Bcex MsaPHII-komruiekcoB, Kak, Harpumep, ceMb Sm-0ejKoB,
KOTOpbIE PACIIO3HAIOTCS aHTUTEJaMU, BbIPAOAThIBAIOIIUMUCS Y
0onbHbIX ¢ CKB. [pyrue 6enku, ooHapyxuBaembie B MsaPHII-
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KOMILIEeKCaX, MPOSIBIISIOT 00Jiee BBICOKYIO
CITeMUIHOCT U MOTYT OBITh CBSI3aHbI
TOJIBKO C OfiHOl-enqnHcTBeHHO MaPHK.
Tak, aytoAT npotuB PHII ocaxnaioT
tonbko crnenudpuueckyro PHK Ul [43].
Kommnekec Ul—maPHIT Bxiouaet Tpu
oenka: Ul-A, U1-C, Ul-70 k/la — 1 ceMb
00I11IMX OEJIKOB Siipa, HAa3bIBAEMBIX OEJTKa-
mu Cmwura (Sm): Sm-B/SmB', Sm-DI,
Sm-D2, Sm-D3, Sm-E, Sm-F uSm-G
[44—46]. Bce o111 ayTOAHTUTEHbBI MOTYT B3a-
unmoneiictBoBath ¢ aHTU-U1-PHIT-cnietm-
¢uueckumu antureramu. P.G. Vlacho-
yiannopoulos 1 coaBT. [47] nmoka3ajiu, 4To
IgG-anTutena k Ul-PHII Gonee cBotict-

otuM napamerpoM npu CCJl u Takxke
BBI3BIBAeT OOJIBLION MHTEpeC VIS dajlb-
Heiimero u3ydenusi. [1pu IM/IIM ugac-
tota BbisBiieHNs ayToAT k PHII cocras-
ssieT 15% v accouuupyercsi ¢ mepekpecT-
HBIM CHHIPOMOM U XOPOIIMM OTBETOM
Ha Tepanuio riokokoptukouaamu (I'K)

[56]. ITpu PA aytoAT x PHII BcTpeuaroT-

cs1 peako — B 3% ciydaes [58].

[To umeroinmcst TaHHBIM, Y OOJTbHbBIX
¢ antutenamu K PHIT 3aboneBaHne Haum-
HaeTcsl B 00Jiee MOJIOZOM BO3pacTe, 1e010-
TOM 3a00JieBaHUsI MOTYT OBITb KaK CHH-
npom PeitHO M oTeK KuUCTeil, Tak U TMpu-
3HAKM BOCTAJIMTEBHOM apTpomaTuy W

BEHHBI CMEIIAaHHOMY 3a00JICBAHUIO CO-
enuHuTenbHoM TKaHu (C3CT), Torma Kak
IgM-u3oTun yaiie BcTpeyaercss y OOJb-
Hbeix CKB, x0Ts 06a M30THIIa MOTYT OBITH OOHAPYKEHbI TTPU 000-
ux 3a0oneBaHusx. Aututena Ul-PHIT HanpaBiieHbl TpoTuB 6e1-
ka U1-70 x1la (PHIT-70). Onu vaie ooHapyxkuarotcst ipu CCJI
n C3CT u, kak npasuio, He ooHapyxkuBatorcst mpu CKB [48].
Antutena k Ul-PHII npu omnpeneneHuu MeTOIOM HENPSIMOI
MMMYHO(DJTIOOPECLIEHIIMY JAI0T YMCThINM KpamyaThlid TUIT CBeYe-
HUS B BBICOKUX TUTpaX. bosbHble ¢ aHTtuTenamu K U1-PHIT yac-
TO OBIBAIOT MTO3UTUBHBI U TIO aHTUTEIaM K Sm-aHTUTeHY (4TO MO-
KET OOBSICHATHCS OCOOCHHOCTSIMU CTPYKTYPBl KOMILIEKCa
Ul—maPHIT), k Ro/SSA u La/SSB, nMmerotcst eIMHUIHBIE CO00-
meHust o couetanuu ¢ ALIA [46, 49, 50].

IIpucyrctBue antuten k PHIT Hepeako accouuupyercst ¢
yepTaMM HECKOJbKMX peBMaTthueckux 3abosieBaHuii — CKB,
CCl, PA, IIM. daHHbiit Tvun ayToAT onucaH npu pasinyHbIX
CHUCTEMHBIX 3a00JIeBaHUSIX COCAMHUTEILHON TKaHU, BKIIOYAI0-
mux CKB, C3CT, AM/IIM u CCJ] [51].

B mocnenHue romapl HaKarIMBalOTCS JaHHBIE O TOM, 4YTO
komiuieke Ul—msaPHIT urpaer ueHTpajibHYIO POJib B ayTOUM-
MyHHOM naToreHese y psiaa rnauueHToB ¢ CKB, CCJI u y 60J1b-
murHcTBa (ecau He y Beex) nauueHToB co C3CT. Kak komrio-
HeHT Ul-PHK, tak u cneunduyeckue 6enku, ocooenHo U1-70
k/la, B3aMMOJEHCTBYIOT ¢ UMMYHHBIMU KJIETKAMU M UX PelieI-
TOpaMU ITyTeM CJIOXHBIX B3aUMOJCHCTBUI, KOTOPbIE B KOHEY-
HOM UTOTE MPUBOAAT K BbIPaKEHHBIM U3MEHEHUSIM B UMMYH-
HOI cUCTeMe, BOCITaJICHUIO U TTOBPEXISHUIO TKaHel [51].

Kak BumHO u3 Tabis. 2, yactora BcTpeyaeMocTu ayToAT k
PHIT nau6onee Boicoka npu C3CT, MOCKOJILKY OHU SIBJISIIOTCS
MapKepoM 3abo0JieBaHUS M BKIIIOYECHBI B KilacCU(PUKAIIMOHHBIC
Kputepuu 3aboneBanus [57]. Yactora BctpewaemocTtu ayToAT K
PHII npu CKB, 1o maHHBIM pa3HBbIX MCCJIEIOBaHUI, 3HAUM-
TeJIbHO BapbupyeT — oT 13 1o 40% [52—55], 4T0 comocTaBuMoO ¢

Tabnuua 2.

3a0oaeBanne HcTtounuk

CKB Ambrose N. u coasr., 2016 [52]
Faria A.C. u coasr., 2005 [53]
Hoffman [.LE.A. u coasrt., 2004 [54]
St Clair E.W. u coasr., 1990 [55]

IIM/IM Koenig M. u coaBr., 2007 [56]

C3CT Gunnarsson R. u coasr., 2011 [57]

PA Smeenk R.J.T. u coaBr., 1998 [58]

KomnnexcUl—maPHIT

Yucao 00JbHBIX®

MMOIIATUH, YaCTO BO3ZHUKAIOIIINE TTOIOCT-
po [51, 59—62]. Co BpemeHeM GoJie3Hb
MOXET 3BOJIOLMOHUPOBATh B Pa3IMUHbIC
CAP3. B uiesoMm nopaxeHue BHYTPEHHUX OpraHOB MEHee Xapak-
TEPHO, OfIHAKO MopaxkeHue jerkux — kak JIAIL, Tak u UT1JI, — mo-
KeT UMeTh TspKestoe TedeHne. OCHOBHAsI IPUYIMHA CMEPTU OOJTb-
HBIX, TO3UTUBHEIX 10 ayToAT x U1-PHII, — JIAT [63].

WNmMerorest enmHuYHbBIEe HaHHBIe 00 accounanuu PHII-mo-
3UTUBHBIX 3a00JeBaHUI coenMHuUTeNbHOM TKaHu ¢ HLA-DR.
Tak, B psje vcciaenoBaHuii Oblia MokasaHa acCollMallusl aHTH-
PHIT-antuten c HLA-DR4 [64—66]. P. Szodoray u coaBr. [67] B
CBOEM HCCIIEIOBAHUY TTOKA3aJIM BAXXHOCTh HE TOJIBKO HATWUUS
antu-Ul-PHII-anturen, Ho 1 OMHOBPEMEHHOTO TPUCYTCTBUS
aHtuTen, crieurduaHbx s apyrux P3. Tak, couetanue ¢ AT K
SHIOTeIMabHBIM KiieTkam 1 AKJI accoimupoBanoch ¢ Tske-
JIBIMU cocyaucThiMu nopaxeHusmu (JIAI), Torma Kak couera-
Hue antu-U1-PHIT-anturen u ALLLLIT accoumupoBanocs ¢ pas-
BUTHEM 3PO3UBHOTO apTputa. ®opMupoBaHrNEe UMMYHHBIX KOM-
IJIEKCOB U KOMITOHEHTOB KOMILUIeMeHTa ObL1o cBsi3aHo ¢ UITTJI u
muosutoM. B ucciaenoBanuu S. Cappelli u coaBt. [68] Obu1n OT-
MeueHbI KIIMHUYecKu 3Haunmbie accounaunuu Ul-PHIT ayroAT
C IPYTMMU aHTUSIACPHBIMU aHTUTEJIaMU U KIMHUYECKUMU MPO-
SIBJICHUSIMU: aHTH-SMm — ¢ BOBJICUeHUEM TToUeK, aHTH-SSA/Ro —
C BOBJICUCHUEM HEPBHOI CUCTEMBI M JIETKMX, aHTU-Scl-70 — ¢
nopaxenuem nuiiesona, ALIA— co ckiiepogakTuianeit, aHTu-
dsDNA u antu-SSA/Ro — ¢ cepo3utamu.

Kak yxe oTmedanoch, MO3UTUBHOCTb IO aHTUTENIAM K
UI1-PHII aBnsercsa otnuuutenbHoit yeptoit C3CT — GoJie3Hu,
CYIIeCTBOBaHUE KOTOPOU MPOIOJIKaeT 00CykKIaThesl yxKe 6oJiee
40 net. B 1972 . G.C. Sharp u coaBT. BBIIBUHYJIU TUTIOTE3Y O CY-
IIECTBOBAaHUM 0CO00I1 00JIe3HU, KOTOpasi IIPeCTaBIsIeT COOOM
CBOEOOpa3HbIil KIMHUKO-MUMMYHOJIOTUYECKUI CUHAPOM CHC-
TEMHOTO MOPaXeHUs COeNMHUTEIbHON TKAHU BOCHAIMTEIbHO-
ro XapakTepa, MpOSIBISIOIIMIACS COYETAHUEM OTHEJbHBIX MPU-

Yacmoma eéviaerenus aumumen kK PHII npu nekomopwvix CAP3

Jons PHIT-no3utHBHBIX 001bHBIX, %

511 29
47/130 36
291 13,2
31/96 32
15/100 15
147/147 100
- 3
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Tabnuua 3. Kaaccugpukayuonnvie kpumepuu C3CT

Sharp G.C., Alarcon-Segovia D.

1987 [71] u Villarreal M., 1987 [72]

Bosbume Kputepuu: Kiunnueckune kpurepun:

1. Muo3uT (TSIKEIbIit) 1. Orek Kucreit

2. [Mopaxenue nerkux (DLCO 2. CKJIepOIaKTUIINS C MPOKCU-
<70%, w/vunm JIAT, w/umu MaJbHOU CKJIEPOIEPMUEH WITN
nposindepaTuBHBIE MTOpaxe- 0e3 Hee
HUSI COCYJIOB 1O JAaHHBIM 3. Cunapom PeiiHo
ouorncun) 4. MUO3UT (TMCTOJIOTMYECKU

3. Cunapom PeiiHo u/uiam rumo- TIOATBEPXKICHHBIN )
MOOMJIBHOCTb MUILIEBOIA 5. CuHOBUT

4. Otek kucreit u/wnu ckiaepoga-  Ceposornyeckne KpuTepuu:
KTUJIUS antu-Ul1-PHII anTurena

5. [MosutuBHOCTH 1O aHTH-U1-
PHII u HeratuBHOCTb MO Sm-
aHTHUTEIaM

Mauibie Kputepum:

1. Asrontetins

2. JleiikonieHust

3. AHemust

4. IneBpur

5. lepukapaut

6. ApTput

7. HeBpairus TpOMHUYHOTO
HepBa

8. CKyJi0Bast Chlilb

9. TpoMOOLIUTONEHUSI

10. Muosur (Jierkuii)

11. Otek KucTeil B aHaMHe3e

>1:1600, kparmyaroe CBEUYEHUE

Kahn M.F. u Appelboom T.,
1991 [73]

Knunnyeckue KpuTepun:

1. Cunapom PeiiHo

2. OTex KucTeit

3. Muosut

4. CUHOBUT

CepoJiornyeckne KpuTepuu:
Boicokue Tutpel antu-U1-PHII-
ayTOAHTUTEJI, COOTBETCTBYIOIINE

Kasukawa R. u coasBr.,
1987 [74]

Oouwe:

1. Cunapom PeiiHo

2. OTeK najbLieB KACTEH
IIposrenns CKB, CC/I u IIM
CKB:

1. lMonuaptput

2. JlumbaneHomnarus

3. CkyJi0Basi ChIllb

aHTHSIICPHBIM aHTUTEJIaM B TUTPE 4. Cepo3sur

>1:2000, kpanmyaroe cBeYeHUE 5. Jleiikonienust u/vnu
TPOMOOIITOIICHUS
CCa:

1. CkiiepopakTuiIns

2. ®ubpo3, u/Wiu U3MEHEHHUS IO
PECTPUKTUBHOMY THITY, ¥/YTHA
camxenne DLCO

3. [MMOMOOWIBHOCTD WJIN IMJIA-
Talus MUIIEBOIA

IIM:

1. C1abocTh MBIIIIIL

2. INoBbllIEHNE MBIILIEYHBIX (hep-
MEHTOB

3. U3MeHeHus 110 JaHHBIM 3JIEKT-
pomuorpabun

3HakoB CKB, CCJ/I, PA, I[IM/IM ¢ Hanuurem aHTUTEN K pac-
TBOpUMOMY siiepHomy PHIT B Beicokux Tutpax [69, 70] 1 oiin-
Yalonierocsi J00pOKauYeCTBEHHbIM TeUEHUEM M XOPOIITUM OTBE-
ToM Ha Tepanuio 'K [71].

B nHacrosiiiee BpeMsi 00LIETPUHSTHIX KPUTEPUEB TUAarHO3a
C3CT Her. boimo npemioxeHo 4 BapraHTa KilacCU(PUKaAIIMOH-
HBIX KpuTepueB |71—74], oHU KpaTKO MpuUBeIEHBI B Ta0JI. 3.

Kputepuu G.S. Sharp 1987 r. [71] BkiatouaroT B ce0s1 S 6051b-
mux 1 11 MaJbIX KpUTepreB U, B OTJIMUHME OT IPYTHX, He TpeOyIoT
IUTS TIOCTAHOBKM JMArHo3a o0s13aTeJIbHOTO HAJWYUs BBICOKOTO
tutpa antu-U1-PHIT-aaturen. Kpurepuu D. Alarcon-Segovia n
M. Villarreal, 1987 . [72] Bki1t04atoT 5 KIMHUYECKUX TIPU3HAKOB
B coyeTaHuu ¢ BbICOKUM TUTpoM aHTU-PHII ayroAT. [IuarHo3
C3CT BbICTaBISIETCSI PU HAJIMYMKM TpexX U 0oJiee KIIMHUYECKUX
KputepueB (eciu uMerotcs 1—3-it mpu3Haku, HeodoxonuMo aud-
(epeHumponath 3a0os1eBaHue ot CCJI), B cO4eTaHUU C CEPOJIOTH -
yeckuMm TipuzHakoM. Kputepuu M.E Kahn m T. Appelboom
1991 & [73] cxoxu c kpurepusimu D. Alarcon-Segovia u
M. Villarreal. B oTsinume ot nmocjieqHux, OHU BKJIIOYAIOT 4 KJIMHU -
YecKuX Kputepusl. JInarHo3 BeICTABISIETCS PY HAJTMYUU IBYX U
0oJiee KIIMHUYECKUX TPOSIBJICHUH (2—4) B coueTaHUM C CepOJIO-
TMYECKUMU M3MEeHEeHUsIMU U cuHapomoM Peitno. Kputepuu P.
Kasukawa u coaBr., 1987 1. [74] Brimio4aroT 1Ba OOIINUX KIMHUIE-
CKUX KpuTepus u onpeneneHHbie npusHaku CKB, CC, [1M.
J1J1g1 TIOCTaHOBKM IMarHo3a HeoOX0AMMO HajludKre OJIHOIo U3 00-
LIUX KPUTEPUEB U KaK MUHUMYM 10 OTHOMY TMPOSIBJIEHUIO B IBYX
WM BO BCEX TPeX M3 MPEICTaBICHHBIX TPYIIT 3a001eBaHUA CO-
enunanTenbHOM TKaHu (CKB n/wm CC n/umu [IM) B couera-
HUU ¢ cepojiorniyecKuMu n3MeHeHusIMU. [1o manabiM S. Capelli n
coasr. [68], kpurepun P. Kasukawa u coaBT. 0Ka3aauch Hanbosee
qyBCTBUTEIbHBIMU (75%) 1O CpaBHEHUIO C KPUTEPUSIMU
D. Alarcon-Segovia u M. Villarreal (73%) u G.C. Sharp (42%).

52

B nocnenHue roabl mosiBisieTcsl Bce 0OJIbIIE JaHHBIX, CBU-
NETeJIbCTBYIOLIMX O HO30JOTMYECKON CaMOCTOSITEJIbHOCTH
C3CT. B yacTHOCTH, UMMYHOT'€HETUYECKHE UCCIICIOBAHMS MO -
TBEPXAAIOT OTJIMYMS 3TOro 3adosieBaHust ot aApyrux CAP3. Tak,
R. Gunnarsson u coasT. [75, 76] B HOpBEXCKOI1 KOropTe 6OJbHBIX
obHapyxumu accounanuio auienaeit HLA-DRB1%04:01 u HLA-
B*08 co C3CT, B otnuuue or CKB u [IM/JAM, mist KOTOpbIX
Haubosiee XapaKTepHbIMU MMMYHOTEHETMYECKMMM MapKepaMu
okazanuch DRB1#03:01 u B*08, a mia CCJII — DRB1*08:01. 9T
pe3yIbTaThl ObUIM YaCTUYHO TIOATBEPXKICHBI TMO3XKe Ha TOJb-
CKOW Koroprte nmauueHToB [77].

Bwmecre ¢ Tem npeacraBieHus o B3auMooTHomeHusx C3CT
C IPYTUMU CUCTEMHBIMU PEBMAaTUYECKMMM 3a00JIEBaHUSIMU OC-
TAlOTCSI HE BIOJIHE SICHBIMU U TPEOYIOT NabHEUILIEero n3y4eHus.
Tak, HEKOTOpbIe aBTOPHI CBSI3BIBAIOT MTO3UTUBHOCTH IO aHTUTE-
sam K U1-PHII ¢ nepekpecTHbIM CUHAPOMOM, MPU KOTOPOM Y
OOJIBHOTO MMEETCSl coueTaHHWe ABYX P3, yIOBIETBOPSIONINX
IBYM KjIaccubUKALIMOHHBIM KpuTepusiM [68]. Hapsiny ¢ xoH-
LIeMIMEel CaMOCTOSATEIbHOIO 3a00IeBaHMSI CYIIECTBYEeT MHEHUE
o ToM, uro C3CT — 3T0 AeOIOT MHOI KOHKPETHOM CUCTEMHOM
0osie3Hu. JliauTenbHble HAOMIOACHUS TOKA3bIBAIOT HEPEIKYIO
sposmoumio C3CT B tunuunsie ¢popmbl CCJ unu CKB [78, 79].
B T0 ke BpeMsI OKOJIO ITOJIOBUHBI OOJTBHBIX COXPAHSIOT CTAOWIIb-
HYI0 KJIMHUKO-UMMYHOJIOTUYECKYIO KapTUHY Ha TPOTSKECHUM
MHorux JietT [68, 80, 81]. B aTom miaHe MHTEpecHa rMITOTE3a O
nporektuBHOCTH ayTOAT K U1-PHII, cornacHo KoTopoii nx Ha-
JIMYME aCCOLIMMPYETCs C 60JIee MITKUM U GJIarONPUSTHBIM Teue-
HueMm P3 1 MemieHHBIM ero rporpeccupoBaHuem [71].

Wzyuenune pomm antuten K UI-PHIT B matorenese P3 u
(opMHUpOBaHUN KIMHUYECKOTO (DeHOTUIIA TIPEICTABIISIETCS aK-
TyaJbHbIM, YYUThIBasl aKTHBHO pa3padaTbiBaeMblii B pEBMAaTO-
JIOTUU TIEPCOHUMDULIMPOBAHHBII MOAXO K Kypaluu OOJIbHbBIX.
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