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NMMYHO3ABUCHUMBIE BOCITAJIMTEJIBHBIE MUOITATUHN
IMMUNE-DEPENDENT INFLAMMATORY MYOPATHIES

AHHOT&HHH: AWArHOCTUYCCKHUE KpPUTCPUHM MW BOIPOCBI TEpallMl HWMMYHO3aBHCHMBIX
BoCHaIMTeIbHBIX Muonatuidi (MBM, nepMaToMHO3UT, MMOJUMHO3HMT) OCTAIOTCS aKTyaJbHBIMH JUIS
KIIMHUYCCKUX Bpaqeﬁ, OMOJIOTUYECKUE npemnapatel U MIaTOr€HETUYECKUN Imoaxoa K JICHCHHUIO
SIBJISIETCSA HanOoIee NEPCHCKTUBHBIM UIA BCACHUS ITATUCHTOB C NBM.

Abstract: diagnostic criteria and issues of therapy for immune-dependent inflammatory
myopathies (IIM — dermatomyositis, polymyositis) remain relevant for clinicians, biological
treatment and a pathogenetic approach to treatment are the most promising for the management of
patients with 11M.
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Wnnonatuyeckne BocnanutenbHble Mmuonatun (MBM) — 3710 Tpynma ayTOMMMYHHBIX
BOCIAJIUTENBHBIX IMOPAXKEHUM COEIMHMUTEIBHOM TKaHU C IPEUMYLIECTBEHHBIM IOPAKEHHEM
MIONIEPEYHO-TI0JIOCATON U peXe IIAJAKOW MYCKYyJaTypbl. BOmpoChl JUAarHOCTUKU U KOMIUIEKCHOM
[aTOreHeTHYECKasl Tepaluy NalMeHTOB JaHHOM MaTOJIONMH OCTAKOTCS MPEIMETOM MCCIIEIOBAaHUN U
TUcKyccud [2].

HekoTtopoe Bpems paHee naHHas rpymnna 3a00JeBaHUN HOCHJIAa HaA3BaHUE UMMYHO3aBUCUMBIE
BOCIIAJIUTENbHBIE MHONATHH. B Hacrosmiee dame NOPUHATO Ha3blBaTh HAMONATHYECKHE
BocnasuTeabubie Muonatun (MBM) — 3To rpyImma reTeporeHHbIX ayTOMMMYHHBIX 3a00JeBaHUI
HEWU3BECTHOM 3THOJIOTHH, OJJHAKO IMPHUCYTCTBYET CBSI3b C HApyLIEHUSMH B MMMYHHOH CHCTEME,
OCHOBHBIM MPOSIBJICHHEM KOTOPBIX SBJISIETCSI CAMMETPUYHAS MbILIEYHAs cIa00CTh MPOKCUMAIBHBIX
OT/I€JIOB KOHEUYHOCTEH, CBA3aHHAs C BOCIAJICHUEM ITONIEPEYHO-TIONIOCATON MYCKYJIaTypbl, TIOPAKEHHE
KOXH. A TaKkKe pa3BUTHEM CHEIUPUUECKON OPraHHOM MaToNIOrHU. B HacTosIee BpeMst pa3indaroT
5 tunoB UBM: nepmaromuosutr (JAM), momumuosut (ITM), HEKpOTH3HPYIOIIMH ayTOMMMYHHBIN
MHO3UT, MHO3UT C BKJIIOUCHHSMH U MEPEKPECTHBIH MHO3UT (IEpPMATOMUO3UT M CHCTEMHAsI
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ckaepoaepmusi, JIM u cmemanHoe 3a0oieBaHHe COeNMHUTENbHON TkaHU, [IM u peBMaTouAHbBIN
aptput, [IM u cucreMHas kpacHasi BouaHka u Jip.). Panbiie B nepedens BunoB UBM Bkitovanacek
¢bopMa MHO3UTa B aCCOLMALIUU C OMYXOJIIMU, HO Ha CETOMHSAUIHUM NE€Hb MCKIIOYEHA U3 CIHCKA
MMMYHO3aBHCUMBIX BOCTIAIUTEIbHBIX MUuonaTuii [3].

JanHoit rpymnmoil 3a0oiieBaHMN 3aHUMAIOTCS PEBMATOJIOTH, HEBPOJIOTH, TEpPAaIeBTHI,
nMmyHousord u ap. Ecau JIM 1oBonbHO Jierko AuarHoctupyercs Bpadamu, To [IM sBisieTcst ckopee
JIMAarHO30M HCKIIIOUeHHs (HY)KHO HCKIIIOYMTH HACJIEICTBEHHO-CEMEHWHBIH aHaMHE3, OTCYTCBYET B
aHaMHEe3€ MPUMCHEHHEe MUOTOKCHYECKHUX TPEnaparoB (CTaTHHBI, ICHUIM/UIAMHH, 3HI0BYIMH) U JIp.
Koa mo MKbB-10: M 33.1 — nepBUYHBIN MAMONATHUYECKUN IepMAaTOMUO3UT; M 33.2 — nepBUUYHBIN
WIMONATUYECKUN TOJUMHO3UT; M 33.6 — MHMO3UT, COYETAIOWUHCA CO 3J0Ka4eCTBEHHBIMHU
omyxoyisiMu; M 33.9 — moMMHO3UT/ IepMaTOMUO3UT HEYTOUHCHHBIH.

Uctopus nzyuennss UBM nacuuthiBaet okosio 150 net. BHavane B rpyniy BXOJIUIU TOJIBKO
JIM u IIM. Jlepmaromuosut uzydasm Wagner E. 1863, Unferricht H. 1891. ITonmumuo3ut uzyuanu
Walton J.N., Adams R.D., 1958. B Poccuu ¢ 1900 r. mo 1960-e BeisiBicHO 269 ciyuacs UBM. B
xmanke CI16 MATIO ¢ 1974 no 2014 r. vabmtoganoch 270 maiueHToB.

Omunemuonorus UBM — 3a6oneBaemocts ot 2,18 10 7,7 ciiy4aeB B roj1 Ha MJIH. HaCEJICHUSI.
3aboneBaemocts [IM/JIM unMeeT BO3pacTHOE paclpejaeieHHe ¢ MNHKaMud B Bo3pacte 10 15
(roBenmbHBIH JIM) 1 OT 45 10 54 net; k Tomy ke 10 50 yeT 6osiee pacpOCTPAHCHHBIM SIBISICTCS
JIM, gem TIM. B o6mieit koropre 6ombHbIX [IM/JIM npeobnanator sxentmuusl (K:M -1,5:1,0). Tlo
JAHHBIM psfa aBTOpoB cooTHomeHune M:JK mocturaer 3:1. MHO3UT C BKIIOYCHUSIMU SIBIISACTCS
Han0oJiee paclpOCTPAaHCHHBIM MOATHIIOM Y MyXK4uuH ctapiie 50 ner. OTkpsiTue B KoHIE 20 Beka
MHO3HUT-CIIEIIU(PUICCKUX U MHO3UT-ACCOIMUPOBAHHBIX AyTOAHTHUTEN IO3BOJUIIO PACHIUPHUTH
npejCcTaBlIeHHs O Tlatorenese auardoctuke UBM [4].

[IpyumHBl  pa3BUTHA TOJMMHUO3HMTA JIO CHX TIIOp HE BBIABJICHBI, HO CYIICCTBYIOT
Mpe/rosaracMpie ¥ IPOBOLUPYIOIIHNE JaHHYIO 00J1e3Hb (PAKTOPBI (TPUTTEPHI):

. HACJICJICTBEHHAs] TIPEIPACIONI0KEHHOCTh (TMIOJMMUO3UT YacTO AaCCOIMHPOBAH C
mapkepamu HLA B8, DR3, DRw52, DR3, DR4, B14, B40);

. uH(pekunoHHble areHThl (BupycHbie — ocoberHo rpymnsl ECHO wu Kokcakw,
OakTepuaabHbie (MepeHeCeHHAs: CTPENTOKOKKOBAst MH(EKIINS ), Tapa3uTapHbIe U JIp.);

. UCIIONIb30BAaHUE BAKIIMH, CHIBOPOTOK, JICKAPCTBEHHBIX CpelncTB (cratuHbl, D-
NEHUIWUIAMUH, CYJIb(paHUIaMHIbI, TIPENapaThl pTYyTH, aMUHA3MHA, HHCYJIMHA U JP.);

. M30BITOYHOE COJTHEUHOE BO3/IEHCTBUE, IEPEOXTAKICHUS;

. CTpPECCHI; TPaBMbl, HHCOJISLIUH.

[lepeuncnennpie TpUrrepsl MM 0€3 TAaKOBBIX (DaKTOPOB 3aMyCKalOT ayTOMMMYHHBIN
MexaHu3M passutus [IM u JIM, 3amyckaeTcs MMMYHOTJIOOYJIMH-ONOCpeAoBaHHas peakuus (B-
kieTku 1 CD4+ knetku npu /IM) Thna runepuyBCTBUTENIBHOCTH HEMEIJIEHHOTO TUIIA U T-KJIETOYHO-
ornocpenoBanHas peakius ummynutera (CD8+ knmerku mpu [IM) Tuna rumep4yBCTBUTENBHOCTH
3aMeyieHHOro Tumna. JIuMpouaHble KIETKH COCTaBISIOT OCHOBHYIO YacTh BOCHAIMTENbHBIX
MHQHUIBTPATOB B MbIIIIAx [4].

ITatorenes nepMaTOMHMO3UTa COCTOUT B KOMILIEMEHT-OIIOCPEIOBAHHOM MHUKPOAHTHOIIATUU
MbIIIeYHON TKaHW. AktuBanus C3-KOMIIOHEHTa KOMIUIEMEHTA, BbI3bIBa€Mas aHTUTEIaMH IPOTUB
SHJIOTENMANBHBIX KJIETOK, BeleT kK oOpazoBanuio C3b, C3bNEO, MAC (MeMOpaHO-aTaKyIOIINX
koMIuiekcoB C5-C9), KOTopple OCENAlOT Ha CTEHKE KalllWIIpOB M IMOBPEKIAIOT COCYJIBI.
BrIcBOOOX/I€HUE ITUTOKMHOB I1OCIIE aKTUBAIIMH KOMIUIEMEHTa MPUBOIUT K akTuBauu CD4+ kiieTok,
Makpo¢aroB, B-kieTOK, MOBBIMIAETCS AKCHPECCHsI COCYAUCTO-KIETOUHBIX MOJIEKYJ aare3sud Hu
MOJIEKYJl MEXKJIETOYHOM aire3uu, 4ro BeaeT K murpauuu JI® B sHmomusui. 3amyckaercs
npoaykius ayroanturen (aHtu Mi-1, antu MDA-5 u np.). B uTore mpoucXOauT AeCTPYKILHS
KaIllWIApoB, epudacuuKyIspHas aTpodus, JereHeparus, HeKpo3 U aTpopusi MHOLIUTOB.
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[latorene3 moJMMHO3UTA COCTOUT B T-KJIE€TOUHO-ONOCPEAOBAHHOM MEXAHU3ME pa3BUTHUS
BocnajieHus. [lpu3Haku BackyjgomaTMM W HMMMYHOKOMIUIEKCHOTO MOPAXXEHHSI OTCYTCTBYIOT,
BOCTIAIMTENbHBIN MHQUIbTpaT npeacrasied CD8+ T-JI® u makpodaramMu B 3HIOMHU3UU BHEIIHE
3I0POBBIX MBIIIEYHBIX BOJIOKOH, 3KCIIPECCUPYIOLIUX HA CAPKOJIEMME YEJIOBEUECKUI JIEHKOLUTAPHBIM
autured HLA 1 kmacca. [IM — 310 nuroTokcuueckuii orBeT T-kietok mpotuB anturena HLA |
kiacca. AyrtoarpeccuBHble T-JI® BbICBOOOXKAAIOT TpaHyibl NepOpHHA, KOTOPHIE OMOCPEAYIOT
HEKPO3 MbIeYHbIX BOJIOKOH. [{uTokuuel (MH®-, IL-1, ®DHO) BEICBOOOKIAIOTCS 3a CUET aKTHBAIIMN
T-xknetok u Morytr ycunuBarh aktuBauuro ['KIT [ kmacca m T-KI€TOK LHMTOTOKCHYHOCTH.
AKTUBUPOBaHHbIE B-KII€TKM WK MJ1a3MALIUTOUIHBIE ICHIPUTHBIE KIETKH HIUPOKO MPEACTABICHBI B
SHIOMU3UYME U MOTYT Y4aCTBOBATh B ATOJOIHYECKOM Mporiecce [3].

Kiunudeckast kaptuHa jaepmaromuos3uta (Oone3nb Barnepa-YHopeppuxta-Xemnmna wWin
awiioBast 0oine3Hb). Ko)kHble NpOSBICHUS BKIIOYAIOT I'EJIMOTPONHYIO IEPUOPOUTAIBHYIO CHIIb C
OTEKOM, 3pUTEMATO3HYIO ChIIb Ha JIMLE, KOJEHSAX, JIOABDKKAxX, JIOKTAX, IIe€e, Ha IepeaHeu
MOBEPXHOCTU Tpyau «V» oOpa3Hylo, Ha CHOHHE W IUIeYaX BHJE IIAIH, KPacHO-PO30OBBIC
HIeTyIanecs y3eJaky U OJIAIIKA Ha pa3rudaTeabHOi MOBEPXHOCTH ISCTHO-()aTaHTOBBIX CyCTaBOB
(cemmp  ['oTTpoHa), pacmIMpeHHMe KanmWiIsipoB y OCHOBaHHWs Horrei. KokHble ouaru
(bOoTOUYBCTBUTENIBHBI («PYKH MeXaHHMKa»). [IpoKCHManibHas MBIIICYHAS CIT1a00CTh, BHEMBIIICYHBIC
MIPOSIBJICHUSI MOTYT BKJIIOYATh TUC(Aruio, KapAuaIbHYIO MAaTOJIOIHI0, HHTEPCTUIIHATIBHYIO 00JIe3Hb
nerkux (ant —JO-1 anturena) [1].

OCHOBHBIM CHUMITOMOM HOJMMHO3UTA SABISETCS caab0CTh W O0JM B MPOKCHMAIIBHBIX
MBIIIEYHBIX TPYIIAaX KOHEYHOCTEN B BUJE TPYIHOCTH IPU BCTABAHUU U3 MOJIOKEHUS CUS U JIeKa,
MOJIHATHUY T10 JIECTHULIE, TOJHUMAHUU [IPEIMETOB U Jp. I103’KE BOBJIEKAIOTCS IUCTAIbHBIE MBIIIIBI.
JlueBass MyckyJjaTypa 4alle He Mopa)eHa B OTJIMYHE OT MHUO3UTa ¢ BKIoueHusMu. OOmue
CUMITOMBI BKJIFOYAIOT JIUXOPAJKY, apTPAIruH, KapAUAIbHbIE IPOSBICHUSI.

Hekporusupyromuii ayTOMMMYHHBIM MHO3UT cocTaBisieT 19% Bcex BocCHamuTeNbHBIX
MUONATUA Yy B3pOCIBIX, BO3HUKAET OCTPO, BBIpAKEHHAs MbIlIeyHass CJ1a00CThb BBICOKHE
kpeatuHpocdokrHassl B 50 pa3 BbIlIE HOPMBI, CUMIITOMBI YXOIST B TEUYEHUU 4-6 HEIEINb.
CaMoCTOATEIHbHO BO3HUKAET 110CIIE IEPEHECEHHON BUPYCHOW MH(EKIINHU, B ACCOLMALIUY C OITyXOJIbI0
WK Ha (pOHE IpreMa CTaTUHOB. Y OOJBIIMHCTBA MAlMEHTOB C ATON PopMOii 0OHAPYKUBAIOTCS AaHTH-
SRP anturena u antu-HNGCR anTHTena (3-ruapokcu-3-MeTHITITY TAapUII-KOIH3UM A pelyKTa3bl).

Muo3uT ¢ BKIIOYEHHUsIMH — 3T0 no3aHss popma UBM, uame y myxuun nocne 50 net u
CTapllle, HAaUMHAETCS HE3aMEeTHO, Pa3BHBAETCS HECKOJBKO JIET, CIA0OCTh YETHIPEXTIaBON MBIIIIIBI
Oelpa U CTOII, 3aT€M AMCTaJIbHbIE OTJENbI PYK, MBILIIBI IIEH, JIUILIEBbIE U 330()areabHble MBIIIIIHI.

Teuenue 3a0oneBaHMs — OCTPOE, MOJOCTPOE U B OCHOBHOM XpoHHYecKoe. CTeneHb TSKEeCTH
— JIeTKasi, y OOJBIINHCTBA CpeqHss U pexe BcTpedaercs Tspkenas. Knunnueckue ¢popmel UBM 1o
JaHHBIM Hamero ucciepoBanus (134 mamuenTta) BkIOYand Muanrudeckyw ¢opmy (41,8%)
OOJIBIIMHCTBO MAIMEHTOB, NceBaIOMUoNaTndecky Gopmy (32,1%), hopmy Barnepa-Yudeppuxra
(10,5%), nceBmomuactennueckyto dpopmy (9,7%), ncesaoamumorpoduueckyro Gopmy (3,7%) [1].

Kpurepun auarHocTuku 3a BCO HCTOpHi0 u3ydeHUss VIBM MOCTOSIHHO HM3MEHSAIUCh U
JOTOJHSUIACH, YTO SBIISIETCS CaMbIM OOCYXXIAaeMbIM BOIIPOCOM B TOCIEAHEE naecsTuieTne [7].
Huarnoctuka VIBM ocHOBBIBaeTCS Ha CIEQYIOIIMX IpU3HAKaX: aHaMHe3 3a00JieBaHUs, THI
MIPOrPECCUPOBAHUs, MATTEPH MBILIIEYHOIO TOPAKEHHs, YPOBEHb KpeaTHH(OC(HOKHHA3BI U
JaKTaTAETHAPOTreHasbl, IeKTpoHeiipomuorpadust U 3nekTpoMuorpadus, MarHUTHO-PE30HAHCHAS
ToMOrpadus MBI, THCTOMOP(OIOTHYecKre TNpU3HAKK, HaIW4yue ayToaHTuten. I[Ipumepsl
JUAarHOCTHUYECKUX KPUTEPHUEB:

. Knaccuueckuit [IM//IM (Bohan, Peter 1975)

. Kpurepun Dalakas M.C. 2001

. Pexomennaruu IMACS (onenka mpiteunoi cuisl 0-10 6.)
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. Ornenka aktuBHocTd MBM MYOACT; MDAAT; MITAX
. AHTHCUHTETA3HBIH CUHJIPOM— MTOJIAMHUO3UT 1581051 JIEPMATOMHO3HT +

MHTEPCTHIIHATBbHOE opakeHue jerkux (Solomon, 2011)
. Kpurepun ACR EULAR 2016

® KHI/IHI/IKO-I/IMMYHOJ'IOFI/I‘ICCKI/Ie (beHOTI/IHI)I 1o MI/IOSI/IT-CHCHI/IQ)I/I‘IGCKI/IM AaHTUTCJIaM U
MHO3UT-aCCOUMHUPOBAHHBIM aHTUTCIIaM
° CDe;[epaanHe KIIMHUYCCKUC pPCKOMCHAAIWKU IO  AHUArHOCTUKEC U JICUCHHIO

(«Accommanus peBMatosioros Poccum») MmakcuManbHo coopansl Bce kpurepur UBM. K 2015 roay Ha
OCHOBE MOSBUBILEHCS TUATHOCTUKY ayToaHTUTEN, MPT MbIIII MOSBUINCH CeayOIUE KPUTEPUH JUIS
ocHOBHBIX 4 ¢opm: [IM, I[IM MHO3UT ¢ BKIIIOYEHUSIMUA ¥ HEKPOTU3UPYIOLINIA ay TOMMMYHHBI MHO3HT.
buoncus mpi JIM noka3siBaeT NpU3HAKU NEPUBACKYIIIPHOTO BOCHIATIEHHS, TIepUaciuaIbHON
aTpouu, epuBacKyJssIpHbIE HHPUIBTPATHI IPUBOJAT K aTPO(HU MBIIIEYHBIX BOJIOKOH. broncus Ml
npu [IM nokaspiBaeT UHOWIBTPALMIO KICTKAMU BOCHAJICHHS B OSHIOMH3UMHM (MEXKIYy MU BOKPYT
Muopuopuit), T-JIO npoHUKAOT B MbIILIEYHbIE BOJIOKHA, COCYAUCTOE PYCIIO HE OBPEXKICHO.

Uronpuatas OMIT — NUBM xapakTepusyercsi CHUKEHHEM IMOTECHIMAJIOB JBUIATEJIbHBIX
enunut] (ITJE) u ux aMmruatyapl, nonudasuei, CIIOHTAHHOW aKTMBHOCTBIO MBIIIICUHBIX BOJIOKOH B
COCTOSIHUM pacciabiaeHusl.

MPT saBnsiercs OCHOBHBIM METOJOM BH3YaJM3ALMU MBI, [O3BOJIIET MPEANOIOKUTH
MHO3UT C BKJIIOUEHUSAMH, nuddepeHiuanbHpiii nuarHo3. B octpoM nepuoae HabmogaeTcst OTek
MSTKHX TKaHed W ycuiieHue curHana (runepunrtencuBHblii curaan T2 BU, STIR). B xponudeckoii
CTaAuMd  TpHU3HAKK  aTPO(UYECKOrOo  IMEPEpOXICHUS  MBIIIL, SKUpOBas  JereHepanus
(runepunTencuBbiaii curnan T1, T2 BU, runountencuBueiii STIR). Ha T2 BU HaGmogaercst otek
MSTKAX TKaHEd M OTEK MbIIeYHOM TKaHu. MPT Mblm HpoBOAUTCS NPEUMYILIECTBEHHO C
MCIIOJIb30BAHUEM TIPOTPAMM C TMOJaBlicHHEeM curHajia ot xupood Tkanu (STIR, T2 BU FatSat),
MO3BOJISIIOMIUX TIpoBecTH U depeHINanbHbIi TUarHo3 MEXIy AUCTPO(YUYECKUM U aKTHBHBIM
BOCIAJIMTENBHBIM ITporieccoM npu NBM.

B uccnenoBanuu npodeccopa AnekceeBoii T.M. noapoOHO u3yuancs IMMYHHBIH CTaTyc Ipu
VBM (MMMYHOKOMIIETEHTHBIC KJICTKH, MHO3MTCHEIU(PHUSCKHE aHTHTENa, UUTOKUHBI). [Ipu
M3yYE€HU UMMYHHOTO CTaTyca y 85 MalueHTOB BBISABJICHBI 00IIMe 3aKkoHOMepHOCTH Tipu UBM —
auMdonenuss U cHuwxkeHue ypoBHsS T-JI® B 3aBucHMOCTH OT TsDKeCcTH TeueHHs. [loBelmeHue
conepxanuss B-JI®. ITloseimenue MK mpu Bcex dopmax MBM. Hapymenne muxotomum T-
xenmepoB 1/T-xenmeps 2 tuna npu HeBbicokoM ypoBHe AT B mepuoxa pemuccuu. Habmoganuce
orinuus T-JI® B 3aBucumoct oT dopmbel. Harmpumep, npu [IM BeisiBneHo noseimenue MJI-10 u
camxenue B-JI®. Auturena k ructunwi-TPHK-cunTerase (antu Jo-1 antutesna) ooHapyxenst y 50%
narueHToB ¢ UBM [1].

Ha nacrosmmii MOMEHT aHTWUTENa, UCIOJb3yEMbl€ NPU JTUATHOCTUKE MHO3MTA, MOXHO
pa3aeNnnuTh Ha CIEAYIOINE TPYIIbI:

1) muosut-cienududeckue AT

a) antucuHTeTasHble AT, xapakTepHble U1l aHTUCUHTETAa3HOI'O CUHApOMa

- AT x Jo-1, PL-7, PL-12, EJ, OJ, KS, ZO, HA

0) He-aHTU-cuHTeTa3Hble AT

- AT xapakrtepHble 1151 AEpMATOMHO3HUTA

(AT xk Mi-20/B, MDAS, TIF1g, NXP2, TIF1 B)

- AT xapakrepnbie 1t Hekpotuyeckoid muonatun (AT k SRP1, HMGCR)

- AT xapakrtepHble it MHo3uTa ¢ BKiIodeHusaMu (AT k cN-1A)

2) muosut-accormupoBannbie AT (AT k PM-Scl, Ku, KJ, UIRNP, Ro60, Ro52, 56kDa, Fer,
Mas, hPMS1)
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[IpucyTcTBHE MHO3UT-aCCOLIMUPOBAHHBIX ~ AHTUTEN HAONIONAeTCs M MPU  JAPYTUX
peBMaTnyeckux 3aboneBaHusx. K HUM OTHOCSTCS: aHTHHYyKjIeapHbie antutena (AHA), antu-Ul
pubonykiaeonporenanbie (aHtu-ULl-RNP) antutena, koropsie npu [IM/JIM oOHapyXuBatoTCs B
52%, 12% u 11%, cootBercTBeHHO. Anti-PM/Scl anTuTena onpenensirorcst y okono 8% mamnueHToB
c 3aboseBaHHEM, MPEJICTaBICHHOM (PEHOTUIUYECKUMH YepTaMU MOJUMHO3UTa U CHCTEMHOMN
ckiepoaepmui [3].

Mmuo3sut-cienupuueckue aHTHTeNa BBIABIAIOTCS Toabko mnpu HWMBM u  MapkupyioT
knuHrdeckue (genorunsl. K HuM orHOcsaTcs aHtu-Mi-2, Anti-SRP u ap. ITo3uTuBHOCTH 110
AHTHCUHTETa3HbIM aHTHUTENaM (aHTH-Jo-1, anTTena PL-7, antu-PL-12, antu- KS, antu-OJ, anTH-
EJ, antu-Zo, anturena k tupo3un — 1-PHK — cuHTerasze) m compsbkeHa ¢ CUMTOMOKOMILIIEKCOM,
Ha3bIBAEMbIM aHTUCUHTETA3HBIA CUHAPOM.

ChopmynnpoBaHbl KIMHUKO-UMMYyHoOJIoTHuYeckue ¢eHotunsl UBM no namuuuio Ttuma
MHUO3HUT-CHENN(DUIECKUX AHTUTEN. Y OJHOTO M TOTO K€ IMalMeHTa HMEETCS TOJIBKO OJWH W3
BapuanTtoB ACA: antu Jo-1AT, antu-Mi-2 AT, antu PL-12 u apyrue.

Taxke  BbIABICHBI  KIMHUKO-UMMyHOJormueckue — ¢enorunst HWBM ¢ muosut-
acconupoBaHHbIMU aHTHTENnaMu. Couetanue [IM c napaneomnarcuueckum cuaapomom, C3CT u ap.

JuddepeHunanbHplii  [Uar€Ho3 MOJMMHO3MTAa HEOOXOIMMO MPOBOIUTH C TaKUMHU
3a00JIeBaHUAMH, KaK:

1. nekapcTBeHHas MuonaTHs (BCICACTBUE MTPUEMa TITFOKOKOPTHKOCTEPOUIOB, IIMTOCTATHKOB,
AJIKOTOJIS U T.IT);

2. metabomrueckas Muonatus (IpH roJioaHuu, GU3NUECKON HArpy3Ke, M3MEHEHNUH PallioHa
MUTaHMs ), MUTOXOHJIPHOIIATUH;

3. HelipoMbliieuHbie MuonaThu (Muonarus Jromena, mpieynas quctpodus bekkepa);

4. >HIOKpHUHHBIE 3a0oneBaHKs (TUIIOTHPEO30M, THUPEOTOKCHKO30M, Oose3Hblo MieHko-
Kymmnra);

5. CapKoOUI03;

6. 3;110KaueCTBEHHbIE HOBOOOpa30oBaHus (B paMKax MapaHeoIIaCTHYECKOTO CHHIIPOMA);

7. mpyrue peBMaTthveckue 3abonieBaHus (peBMAaTHYeCKas MOJIMMHUAITHS, BAaCKYJIHUT,
BOCHAJIUTEIbHBIE APTPOIIATUH);

8. MHoOmaTHH, CBS3aHHBIMH C HapylmieHHeM oOMeHa BemiecTB (OOJIe3HSMH HAKOTUICHHS
TVIMKOT€Ha, HapyHICHUSAMU JHUMUIHOTO oOMeHa, nedunurom ButamuHoB E u I, amuionmozom,
ANEKTPOJIUTHBIMU HApYLICHUSIMH);

9. Tokcuyeckasi MHOTaTHsI (OCTPBIA M XPOHHUYESCKHU aJTKOTOIH3M);

10. MuomaTHsl Y HApyIIEHUH TUTaHus (HapylIeHne BcachiBaHus, NeuIUT ButamuHa E).

Mertonap! Tepanuu UBM:

1. I'moxokopTukonabl (METHINIPEHU30I0H) — HadalbHash J103a 1-2 MI/KI/CYTKH, OICHKA
3¢ GeKTUBHOCTH uepe3 24 HeaeNnu Mo KIMHUKO-1a00paToOpHbIM noka3atensM. [lpuem 2-3- mecsa ¢
MOCTETIEHHBIM CHIKeHUeM 10361 ['K.

2. Ilynbc Tepanust ['K mokazaHa mpu ocTpoMm xapakTepe 3a00JIeBaHUS U TSHKEIOM TEUECHUH,
pu ACC. Metunpen 1000 mr N 3 B couetanuu ¢ nepopansHeiM puemoM 'K B anexkBaTHO# n03€.

3. UMmyHOCynpeccuBHas Tepamus mpu crepoupopesuctentHoctu, UIJI, DA, ACC.
Huknodocdan — BHyTpuBeHHO B 103e 500 mr/m2 -750 mr/m2 mr B mecsi B couetanuu c¢ ['K.
Mod¢eruna MukodeHonar Tepanust BTOporo psiia. Merorpekcat mo 7,525 Mr/Hel BHYTph WIH
BHYTpUBEHHO. A3atuomnput 1o 2—3 mr/kr/cyt (100-200 mr/cyr)

4. Tlnazmadepes ciemyeT HCIONb30BaTh TJIaBHBIM 00pa3oM y OOJBHBIX C TSKEBIM,
pe3ucTeHTHBIM K ApyruM Metona JiedeHus [IM//IM B coderanmu ¢ 'K ¥ IIUTOTOKCHYECKHMH
npenaparamu.
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5. buonornueckue mpemapaThl: STaHEPLENT — B KayecTBE cTepoujcOeperaromieil Tepamnuu
(ypoBenb nokaszarenbHOCTH J); mpUMeHEHHE OJOKATOPOB KO-CTUMYJSIUH T-TuM(OIUTOB
(abaramenta) B couetaHun ¢ THOCyib(par Harpus npu FOJAM. Antu B-kierounas Tepamus
MOKA3bIBAET MOJIOKUTEIbHBIA OMBIT MO MPUMEHEHHUIO PUTYKCMMaba y TAIMeHTOB C TSHKEIbIM
MbllieyHbIM TopaxkeHueM U npu ACC ¢ CDA, pesucteHTHhiX kK 'K u mpumensemoil panee
TPaJUIMOHHON [UTOCTATHYECKO# Tepamnuu (ypoBeHb qokazarenbHocTh 1) [6].

[IpakTUdyeckn BCE aBTOpPHI OMNKCHIBAIOT BBICOKYIO 3(()EKTUBHOCTH pHUTYyKCHMMada Tpu
IIM/JIM. Tak, Ha ¢one Tepanuu purykcumabom (B couerannu ¢ I'K) HabmoqaeTes MOI0KUTEIbHAS
KJIMHUKO-J1a00paTOpHas AMHAMHKA (YMEHBIICHNUE BBIPAKCHHOCTH KOXXHOTO CHH/IPOMA, HapacTaHUEC
MBITIIEYHON cuiibl). B ciyuae mpumenenus putykcumaba npu ACC ¢ CDA, nmo3utuBHbIA 3P ekt
Habmonancs 6onee, yeM y 70% OOJbHBIX B BUJAE YBEIMUYEHHs IMOKa3aTened (YHKUUU BHEIIHETO
neixanus: yBenmueHus mnokasarened JKEJI, a taxke ymenbmienus uHbuiabTparoB no KT rpyaHoit
KIeTKH. MakcuMaibHblil 3¢ ¢exT pa3BuBaics uepe3 12 Hemenp mocie nepBod HHQy3uum u
koppenuposai co cHmkenuem CD 20 + B kiretok [6].

B nocnegnuii rof 1o JaHHBIM MEXIYHAPOIHBIX HMCCIEAOBAHWN OCHOBHBIMU BOIIPOCAMM
W3YYEeHUsI TPYIIIBI UANONATHYECKUX BOCTIAIUTEIbHBIX MUONATUN SBIISIOTCS CIIEIYIOIINE TEMBI:

* UccnenoBanne nanuentos MBM c¢ mpumenennem CDI19, CD 20-knerodHoi Tepanuu
mokasaio 3¢ hexTuBHOCTS [6];

* N3yuaercs couetanue ACC u UIJI;

* UccnenoBanue coueranus UBM u kopoHoBHpyCHO# nH(pekiuu [5].

* PazpaboTka KpuTepueB aHTUCUHTETa3HOT'O CHHPOMA;

* AHTH-JO-1 nonoxutenbHbiil ACC nocine nepeHeceHHOH KOPOHOBUPYCHON MH(EKIINY;

* Tepanus benumyma6om BM nokasana yiydiienue nokasarenei 3a 40 Hezens;

* D dexkTUBHOCTh HU3KUX /103 PUuTykcnmabda B pemuccuio rpu pedpakrepasix popmax UBM.

IlepcniexTuBsl Tepanuu u Oyayiee B obaactu uzyuenus UBM.

* B pesynbrare uccnenoBanmii u tepanuu IBM B mocnenHue ros1 HAOMIOAaeTCs TCHICHITHS
K YMEHBIICHHUIO YaCTOTHI TSDKENbIX (DOPM, paHHSS AUArHOCTHUKA U JIEUEHHE MTO3BOJISIOT BEPHYTHCS B
CTaJIMI0 PEMUCCHH U COXPAHUTh KaueCTBO >KM3HM nanueHTos ¢ IBM

* Peabunuranus naiuentoB ¢ UBM (JIOK, pusuoTepanus u ap.) pa3paboTaHa U BHEAPASTCS
B CIIEUAIM3UPOBAHHBIX KIMHHUKAX.

» CoxpaHeHHE PEMHCCHUU BO3MOXKHO TNPU MHUHUMH3AIMU MPOBOLUPYIOMHNX (AKTOPOB —
MH(MEKIMH U TIp. TO3TOMY KOMIUIEKC Mep 1o MpoduiakTuke MHPEeKuil, KIMMaTHieckux (GakTopoB
(mpuposa, cMeHa KiMMara. ICHX0-OMOLUUOHAIBHBIE (aKTOpPhI, PaKTOPBI CPelbl, CMEHA TPYAOBON
NeSITeIbHOCTH Ha 3/I0pOBbEe-cOeperaroiie BapuaHThl, KOHTpoJIUpyeMas Gu3noTepanus).

Bompocsl ncuxo-HeHpo-3HI0KPUHO-UMMYHOJIOTMH aKTHMBHO H3Y4arOTCsi UMMYHOJIOTAMH H
KIMHUIUCTAMH JIJIsl TIOMCKa METOJIOB Tepaluu U COXpPaHEHMsI KadecTBa >KU3HM M aKTUBHOCTU
MALUEHTOB ¢ UMMYHO3aBUCUMbBIMH BOCIIAJIUTEIbHBIMA MUOTIATHSIMH.
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