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Haubonee mscenvim noomunom noaumuosuma u depmamomuosuma (IIM/JIM) seasemes anmucunmemasnwiit cundpom (ACC), accoyuuposaniviii ¢ Haruuuem cne-
YUPUUECKUX UMMYHON0SUHECKUX MAPKEPO8 8 Chl80pOmKe Kpogu — anmucunmemasuoix anmumen (anmu-Jo 1, anmu-PL7, anmu-PL 12 u dp.). ACC umeem onpedenen-
Hble (heHomunuyeckue ocodeHHocmu, omauuarousue e2o om epynnst [IM/JIM 6 uenom. Hauboavuee kaunuueckoe sHauerue npuoaemcs UHMepCIMULUAaIbHOMY HOpajice-
HUI) N1e2KUX, ONpeOensiiouemy mepanegmu4ecKyro maKkmuky u npoeHos. Kpome moeo, meuenue 6onesnu y nekomopoix nayuermoe ¢ ACC omauvaemes He moavko om
maxkosoeo npu ITM/JIM 6 ueaom, Ho u Henocpedcmeerno enympu noodepynnst ¢ ACC, umo ceudemenabcmeyem o KAUHUHECKOU HeOOHOPOOHOCMU NOCAe0He20 U UMeem KaK
HAY4HblLl, MAK U RPAKMU4ecKuil UHmepec.
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Antisynthetase syndrome (ASS) associated with the presence of serum specific immunological markers, such as antisynthetase antibodies (anti-Jo 1, anti-PL7, anti-
PL12, etc.) is the most severe subtype of polymyositis and dermatomyositis (PM/DM). ASS has certain phenotypic fea-tures that differentiate it from the PM/DM
group as a whole. The greatest clinical importance is attached to the interstitial lung lesion that determines therapeutic tactics and prognosis. In some patients with
ASS, the course of the disease also differs not only from that in PM/DM as a whole, but also directly within a subgroup with ASS, which suggests the clinical het-
erogeneity of the latter and is of scientific and practical interest.
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Houonamuueckue eocnaiumeavnvte muonamuu (HUBM) Ocnoy siedenusi IIM/JIM coCTaBJISIIOT IJIIOKOKOPTUKOUIBI
MPEeaCTaBIsIOT CO0O TeTEPOreHHYIO TPYITY MPUOOPETEHHbBIX (I'K) B coueTaHuu ¢ 60Je3Hb-MOAUMDULMPYIOLIMMHU TTpernapaTa-
MBIIIEYHBIX 3a00JIeBaHUM, XapaKTepU3YIOLIUXCs TopakeHueM mu (BMIT), crieKTp KOTOPBIX IMTOCTOSIHHO pacIlupsieTcst 6yiaroaa-
CKeJIETHOU MycKynaTypbl. OCHOBHBIMU TIPENCTABUTEIISIMUA ITOM Ps1 BHEIPEHUIO HOBBIX TeXHOJIOTHIT [3—6]. TeM He MeHee Y HeKO-
TPYTITH SIBJSIIOTCS noaumuozum (I1IM), depmamomuozum (/M) u TOPbIX MALMEHTOB, UMEIOLIUX OJUH U3 KJIMHUKO-UMMYHOJIOTHU-
Muosum ¢ exarouenusmu [1-5]. yeckux mnoaTtunoB [IM/JIM — aHTUCUHTETa3HBII CUHAPOM

Benymiue nposieienust [IM/JIM — nopaxxeHue cKeaeTHOI (ACC), HabmonaeTcsl onpeaeeHHass Pe3UCTEHTHOCTh K Teparuu.
MYCKYJaTyphl, CBSI3aHHOE C ayTOMMMYHHBIM BOCHaJ€HUEM U Dmuaemuonornss ACC. Eciu o6ias 3adoneBaemoct UBM
NPUBOJISIIEEe K HEKPO3Y MBILIEYHON TKAHU, a TaKXKe XapakTep- kojeoercst ot 6 mo 10 Ha 100 ThIC. Hacenenwms (1,27), To yacTo-
HBII KOXHBIN cuHapoMm (ripu IM). [1porpeccupoBaHue 60e3- Ta aHTU-JOl-TIO3UTHMBHBIX TAIMEHTOB cocTaBisger 1,2—2.5, B
HU TIpU OTCYTCTBUU JICYCHUSI TIPUBOIUT K 00€3IBMKCHHOCTH, cpenneM — 1,5 cirydast Ha 100 ThIc. HaceneHus [4]. CpenHuii BO3-
MopaxkeHWe MBI IJIOTKHM, TOPTaHU U BEPXHEM TPETH THUIIEBO- pact nmanuuneHToB, ctpagaroimx ACC, — 50 et (22—74 rona) |7,
na — K quchonuu u gucharuun. CiaadocTb AbIXaTeIbHBIX MbILLILT 8]. CooTHOLIEHUE KOJUUECTBA XXKEHIIUH U MY>KYMH, O JaHHBIM
croco6eTByeT TunoBeHTWIsIIUN (5% ciydaes [IM/IIM), dop- pa3HbIX UccieaoBaHuii, BapbupyeT oT 2:1 1o 13:1 [9]. Bosee Ts-
MMPOBAHUIO aTeJIEKTa30B, MOBBIIIAS PUCK U OCJIOXHSIST TeUeHNE xenoe TeueHue ACC 1 MHTePCTUIIMATILHOTO MTOPAaXKEHMST JIETKUX
mHeBMOHUU, ¥ 17% GonbHBIX Ha (poHe mucharuu pasBUBacTCs (MI1JT) otmedaeTcs B appoaMepuKaHCKOM MOMyIsauu [8].
acIMpaMoHHasl THEBMOHUSI. TTozutuBHOCTL TI0 aHTU-JO1-aHTHUTEIaM OOJIee XapaKTepHa

JlabopaTopHO-MHCTPpYMEHTAJIbHbIC MOKAa3aTeJd MBIIIEYHO- 1151 maureHToB ¢ [TM, yem ¢ IM, wiu ¢ «mepeKpecTHBIMU CUH-
IO TIOBPEXIEHUS — BBICOKUIA YPOBEHD CHIBOPOTOYHOM KpeaTuH- npoMamu» (57% npotus 28%) [9].
dochokunazpl (KPK) m xapakrepHble WIS BOCHAIUTEIbHON YcraHoBIeHO, 4TO y 91% GONBHBIX, MO3UTUBHBIX IO aHTH-
MUOMATUM U3MEHEHUs MpU dJeKkTpoMuorpadpuyeckom (OMT) Jol-anturenam, BoisgBiasiercs HLA- HLA- DR3 u y 80% —
HUCCJIEAOBAHUM UTOJIbYATBIMU 3JIEKTPOIAMU. HLA-DQ?2 [4, 10, 11].
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Tabnauna 1.
Knaccnuecknii [IM/JIM

A. Bohan, J.B. Peter, 1975 [1, 2]

. Cneruduieckoe mopaxeHune CKeJIeTHOU MYCKYJIaTypbl: CHMMET-
pUYHAsT TPOKCUMATbHAS CTA00CTD MBIIIII IIJIEYEBOTO U Ta30BOTO
mosica, HapacTaloIasi B CPOKU OT HECKOJIBKUX HEIEb 10 HECKOIb-
KUX MecCsIeB

. XapakTepHbIe KOXHbBIE N3MEHEHMSI

. Uronpuatas OMI (yMeHbILIEHUE JJIUTEIBHOCTU U aMIUIATY/IbI T10-
TEHLIUAIOB, CIIOHTAHHAS aKTHBHOCTD)

4. Tuctonornyeckre M3MeHeHUsT (HEKPO3 U BOCITATTMTEIbHAS NH-
(UIBTPALIMS MBIIIEYHBIX BOJIOKOH)

. IToBbIlIeHE YPOBHSI MbIlIeYHbIX hepMmeHTOB: KDK, MuoriobrHa,
anpnonassl, JIAI, ACT, AJIT

W N —

W

HNuaenocmuueckue kpumepuu kaaccuuweckoeo IIM/JAM u ACC

ACC

J. Solomon u coasr., 2011 [4]
Boubmme kpurepun:
1. ITIJI (He cBsi3aHHOE C BIAMSIHUEM OKpY»Karolleil cpeabl, mpodec-
CHOHAIILHOM [IESATEIbHOCTBIO, IIPUEMOM JIEKAPCTB)
2. IIM wim AM, coriacHo kputepusim A. Bohan u J.B. Peter [1, 2]

Mauble KpuTepun:
1. ApTpUThbI

2. ®enomeH PeitHo
3. «Pyka mexaHuKa»

Ilpumenanue. 3necw v B Tadn. 2: JIAT — nakratnerunporenasa, ACT — acriapratamuHotpancdepasa, AJIT — ananHnHamMuHoTpaHcdhepasa.

HUctopus omucanusa ACC. O6 accoumauuu [IM/JIM c aKcT-
PaMyCKYJISIDHBIMU TIPOSIBJICHUSIMU U3BECTHO ¢ 50-X TOIOB IPO-
IIUIOTO BeKa, omHako a0 1990 r. yeTkoe BbIIEJICHUE TOATUIIOB
I[MIM /M xak curapoma He cyiectBoBaiio [10]. Torpko B 1990 .
C. Marguerie u coast. [7] onucanu 29 mauuentos ¢ [IM/[AM,
WMEIOIINX AOTOJHUTEIbHBIE KIMHUYECKUE TpU3HAKU ((eHo-
meH Peiino, aptputbl, UI1JI, oabllKy, TMXOpaaKy), Y KOTOPBIX
ObLIM BBISIBJICHBI aHTUCUHTETa3HbIe aHTUTeNa: aHTU-Jo1, aHTH-
PL7 wnu antu-PLI12).

AyToaHTHTENIa OOHAPYKUBAIOT B CHIBOPOTKE 50% mamueH-
ToB ¢ [IM/JIM.

[TpucyrcTBHE MUO3UT-ACCOIMUPOBAHHBIX aHTUTENT HAOJI0-
naetcs He Tosibko npu [IM/IM, HO U npu APYTUX peBMaTUye-
cKux 3aboseBaHusIX. K HUM OTHOCSITCSI aHTUHYKJIeapHbIe aHTH-
tenma (AHA), antu-SSA/Ro-anturena u antu-U 1 -puboHyKiteo-
nporeunnsie (anTu-U1-RNP) anturena, koropsie mpu [1M/IM
obHapyxuBatoTcs y 52, 12 u 11% nanueHToB COOTBETCTBEHHO
[10]. Anti-PM/Scl-anTuTena onpeaesioTcest mpuMepHo y 8% ma-
LIMEHTOB ¢ 3a00JIeBaHMEM, UMEIOIIUM (PEHOTUINYECKUE YePThl
TIM u cucremHoit ckiepoaepmuu [12, 13].

TepMWH «MHO3UT-CIIeIIMDUUECKIEe aHTUTEIa» OTpaXKaeT UX
CYIIHOCTh — CrieIM(UIHOCTb. OHU MapKUPYIOT OINpeAe/IeHHbIC
KiuHudeckue deHorunsl BHYTpu [IM/AM. Tak, aHTH-Mmn2-
aHTUTeNNa OOHapykuBatoTcs y 4—14% GObHBIX, CBSI3aHBI ¢ AUQ-
(Y3HBIMU KOXHBIMU M3MEHEHUSIMU M XOPOILLIEH CcTepouapec-
noHcuBHOCThIO [12, 14, 15]. Anti-SRP-ayroanturena omnpene-
ns10Test y 4% MNalyveHToB, acCOLMMPOBAHDI C TSKEIBIM MUO3U-
TOM, BO3MOKHBIM BOBJICUYCHUEM CepAlla, YAOBICTBOPUTEITHHBIM
WHULIMATBHBIM oTBeTOM Ha 'K, HO ¢ mocnemytorieit crepounpe-
3UCTEHTHOCTBIO U TJIOXUM MPOTrHOo30oM [15—19].

TTO3UTUBHOCTL 1O AHTUCUHTETA3HBLIM aHTUTeNaM (anti-
aminoacyl-tRNA synthetases), 1eliCTBYIOIIIMM MTPEUMYIIECTBEH-
HO TIPOTMB ILIMTOTUIa3MaTUYECKNX (hepMEeHTOB, KaTaIM3UpyIo-
1mux oopazosanve amuHoauus1-TPHK 13 amuHokucior u poact-
BeHHBIX T-PHK, compsbkeHa ¢ CMMIITOMOKOMITIIEKCOM, TIOJTY-
YUBIIMM Ha3BaHUE <«aHTUCUHTETAa3HbII CHUHIPOM», KOTOPBIIA,
MOMKMMO MHMO3MUTA, BKJIIOUAET OCTPOE Hayaso, Juxopanky (35%),
CUMMETPUIHBI PEBMATOMIOIIONOOHBI HEIPO3UBHBINA apTPUT
(75%), dbenomen PeiiHo, mopakeHue KOXHM JIAMOHEN U aJIbLIEB
KHCTEH 110 TUITY «pYKU MexaHuka» v UTTJT [17-22].

Ha ceromHsiHuMiA AeHb U3BECTHBI CICAYIONINE aHTUCUHTE-
Tas3Hble aHTUTea: aHTU-Jol-aHTuTena, antu-PL7, antu-PL12,
aHTu-KS, antu-0J, antu-EJ, aHTu-Zo, aHturena K TUPO3UJI-
TPHK-cuHrerase u np. [4]. Haubosee usyyeHol aHTu-Jol-aHTH-
Tesa, CoCTaBsiolme 10 75 % OT BCeX aHTUCUHTETa3HbIX aHTH -
TeJl.
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B 2011 r. J. Solomon u coaBt. [4] npemIoXUIN MpeaBapu-
TesbHble KpuTepun ACC, yduThIBalole HATMINEe aHTUCUHTE-
Ta3HBIX aHTUTEJI B COYETAHUU C 2 WK | OOJIBIINUM U 2 MaJIbIMU
KpuTepusiMu (Tabur. 1).

Kak ynomunanocs Boimre, ACC uMeeT ornpenejeHHbIe de-
HOTUIIMYECKNE OCOOEHHOCTH, OTJIMYAIOIIME €ro OT TPYIIIbI
TIM/IM B uenom. Eciu knaccudeckuii aedrot [TM/AM xapak-
TEPU3YeTCsT TIPOrPeCCUPYIONTUM HapacTaHUEM MBIIIIEYHOM cia-
00CTU WJIK KOXHBIM cCUHIpOoMOM, To pu ACC B Havasie 6oJie3-
HU MOTYT HaOJIONAThCS JUXOpajKa, apTpUThl/apTpaiTui WIn
HapacTarolas OfbIIIKa.

ITpumeuaTeIbHO, YTO MBILLIEYHOE IMOPasKeHUE MOXKET ObITh 00-
Jiee «MSITKUM» U CJIe0BaTh 32 APYTMMU KIMHUYECKUMMU MPOsIBIe-
HusimMu. Kora o0beM IBUXKEHUI cTpanaeT MUHUMaIbHO (puc. 1),
HEOOXOIUM TILATEIbHbIN 1eJIeHANPABIEHHbIA OCMOTP, MOCKOJIbKY
caM TIAllMEHT MOXKET He oOpalllaTb Ha 3TO BHUMAaHUE, CBSA3bIBasI
€1a00CTBh C OOIIIEH YCTAIOCTBIO, 2 HATMIHE «PYKH MEXaHUKa» ¥ P~
Tembl [oTTpoHa (puc. 2) — ¢ paboToil, HarIpUMep, C XUMUKaTaMu,
«TUTOXMMM» CTUPAJIbHBIMU MOPOILIKAMU U T. 1. B TakoM cityyae Kiu-
HUYECKUE TIPOSIBIICHUS OTIPEIEIISTIOTCS TIPU TECTUPOBAHUK W BHU-
MaTeJIbHOM aHaJI3e JJabopaTOpHOIT KApTUHBI M aHAMHE3A.

CorylacHO JaHHBIM JIMTEPATypbl, MbIIICYHAs CJIa00CThb
npenuiectsyeT pa3putuio MIL Toibko y 12—31% nauueHToB ¢
ACC, Ttorma kak WIIJI mpeaiiecTByeT pa3BUTUIO MUO3UTA Y
37—56%; onHoBpeMeHHOe pa3BuTue Muosuta u MI1JI Habaona-
eTcst mpuMepHo y 50% manueHToB. 3aMeUeHO, YTO Y OOJIBHBIX C
ACC c coxpaHHOI1 MBILLIEYHO! CWJION Yallle pa3BUBaeTCs ObIC-
TPOIIPOTPECCUPYIONIAsT MHTCPCTUIIMATIbBHAS OO0JIC3Hb JIETKUX
(MBJT) [23, 24], B TakuX clydasix TOBOPAT 00 «aMuoTaTU4C-
ckoM» BapuaHTe («amyopathic») ACC, Bo3MoxHO, Haubosee
HeOJIarorpusITHOM TTPOrHOCTUYECKHU [4].

ITo nanneim T. Mozaffar u A. Pestronk [25], HaGmogatoTcst u
TUCTOJIOTMIECKHE OTJIMUMS MBIIIIEUHbIX OuornTaToB. Tak, eciu ist
namreHToB 6e3 ACC xXapaKTepHbI TIPEUMYIIIECTBEHHO SHIOMU3M-
aJlbHBIC U TIEPUBACKY/ISIPHBIC OYarv BOCHAJICHUS, TO y aHTU-Jo1-
TOJIOKUTEbHBIX MallMEHTOB BOCMAIMTEIbHbIE MaKpodaraabHbie
MHGWIBTPAThI MPeo0IafaloT B IEPUMU3UATBHON COEAMHUTEIbHOM
TKaHU ¥ TIPU3HAKKM BACKYJIMTA BCTPEUAIOTCS 3HAYUTETTHHO pexke.

[MopakeHune AbIXaTeTbHON CUCTEMBI, BIIEPBBIE OMMMCAHHOE B
1950 1. kak HamboJIee TSIKEIOE SKCTPAMYCKYJ/ISIPHOE TIPOSIBIICHIE
TIM/JIM, onpenenser MPOrHO3 OOJIE3HU U SIBJISIETCS OIHOM U3
OCHOBHBIX IPUYMH 3a00eBaecMocTy U cMepTHOCcTU. UTTJT MmoxeT
MPpOrpeccupoBaTh OT MEUIEHHO pPa3BUBAIOILEIOCs JIETOYHOTO
(ubpo3a (¢ MmocreneHHbIM Pa3BUTUEM JbIXaTeJIbHOM HeIocTa-
TOYHOCTH) JI0 OCTPOro (pubpo3upyouiero ajbpeoaura (puc. 3)
[17-22, 26, 27].
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Kmunuyeckas kapruna UTLJT mpu ACC.
CUMNTOMBI TIPEICTaBIeHbI B OCHOBHOM
OIBIIITIKOM 1 HETPOMYKTUBHBIM KalllIeM.
XapakTepHBIM ayCKYJIBTATUBHBIM ITPU3HA-
KOM SIBJISIETCSI KOHEUHO-MHCITMpaTOpHast
Kpenuralusl B 3aaHe0a3aJbHbIX OTIAesax,
KOTOpasi IIpU MPOrpecCUpoBaHUM OOIE3HU
MOJXET 3aXBaThIBaTh BCE OOJIBIITYIO TOBEPX-
HOCTb JIETKUX W TIPOCITYIIINBATHCST B TeUe-
HHe Beeil da3wl Broxa [21].

WIJI oTHOCUTCA K pPECTPUKTUB-
HBIM JIETOYHBIM 3a00ieBaHUsIM. DyHK-
LIMOHAJIbHbIE JIETOYHbIE TECThl AEMOH-
CTPUPYIOT CHUXKEHHUE JIETOYHOIO KOM-
ialieHca W CTAaTUYECKUX JIETOYHBIX
00beMOB: 001Ieli €MKOCTU JIeTKUX
(TLC), dyHKIMOHATBHON OCTaTOYHOM
emkoctu (FRC) u ocraTouHoro o6bema
(RV). OgHuM U3 paHHMX TPU3HAKOB
WII gaBasgercss cHuxeHue audaoysu-
OHHOI CTTIOCOOHOCTH JIETKMX IO OKCH-
ny yriepoaa (DLCO), kotopoe Hanbo-
Jlee TECHO CBSI3aHO C KJIMHUYECKUMU
CUMIITOMaMU U TIPOTSIKEHHOCTbhIO Ma-
TOJIOTMYECKOTO Tpoliecca Mo JaHHBbIM
KOMIIBIOTepHO# TOMOTpachuu BBICOKO-
ro pazpeuteHust (KTBP). BeipaxxenHoe
cauxeHne DLCO (< 50%) MoxXeT ObITh aCCOLIMUPOBAHO C
pa3BUTHEM JICTOUYHOI TUIepTeH3uu [4, 21].

K xapakrepubiM npusHakam npu KTBP rpynHoit kietku
OTHOCSITCSI HEperyJissipHble JIMHENHbIE TEHU, KUCTO3HbIE MPO-
CcBeTJIeHMsI, (hOKaTbHbIE 09arv CHUKEHUST IIPO3PaYHOCTH JIETOU-
HBIX MOJIEH MO TUILY «MaTOBOIO CTEKJa», YTOJIIEHUE OPOHXU-
aJTbHBIX CTeHOK. Hambomblie n3MeHeHUS BBISIBIISIIOT B 0a3ajib-
HBIX U CyOIlIeBpaibHbIX oTaenax [21, 28].

KTBP-npusHaku orpaxaior MoOphOJ0rMuecKylo KapTUHY:
PETUKYJISIDHBIIA MATTEPH COOTBETCTBYET (HUOPO3Y, a CUMIITOM
«MaTOBOTO CTeKJIa» — KJIETOYHOM MH(MUIBTPALIMY, B IIOCICAHEM
ciyyae HaOJIOAIOTCS JIydlasi CTePOUIPECTIOHCUBHOCTD U 60-
Jiee OJIarONPUSITHBIN TTPOTHO3 [21].

Mopdonoruueckast kaptuna nipu UI1J1 B ocHOBHOM coOT-
BETCTBYET HecnelM(pUIecKoil MHTEPCTULMATIbHOM THEBMOHUM
(nonspecific interstitial pneumonia — NSIP) ¢ o6nactsamMu KOH-
COMIAIUY WK 6e3 HUX U OOBIYHON MHTEPCTUIIMATBHON ITHEeB-
moHuu (usual interstitial pneumonia — UIP) ¢ HapyiieHuewm ap-
XUTCKTOHUKH JIETOUHOU TKaHU, (hrdpo3oM, (HOpMUpPOBaHHEM
COTOBBIX U3MEHEHUI. 30HBI COTOBOI IeTeHEpalliM IpeICTaBIIe-
HbI Tpy0Oil coeaMHUTENbHOM TKaHblo [4, 21, 24, 29]. dpyrue
Mopdosoruyeckue TUIbI, TaKUe KaK OPraHMU3YIOIasicsl MHEeB-
MoHUs U Auddy3HOoe albBeOJIIpHOE MOBPEXAeHUE, HaOI01a-
1orcst MeHee yeM y 20% mauuentos [7, 23, 24, 30].

XapaKTepHBIMU HaXOAKaMU ITPU OPOHXOATbBEOJISIPHOM Jia-
BaXe SIBJIAIOTCS JTUMOOLMTHI TpeumyiiectBeHHo CD8-mosno-
JKUTEIbHBIX KJIETOK [4, 7, 23, 24, 30].

ITo mepe yrayonenus: 3HaHuii 06 ACC, paciimpeHust ero
MWATHOCTUYECKUX BO3MOXKHOCTEW BBIIENSIOTCS KIMHUYEeCKUe
0COOEHHOCTH HE TOJIbKO 3TOI TPYIIITHI TAIMEHTOB IO CpaBHE-
HUIO ¢ TomnyJsinueit 6onpHBIX [IM//IM B 11eioM, HO U HETo-
cpencTBeHHO BHYTpH noarpynibsl ACC.

B nocnenHue rogpl otMevaeTcs, YTo TeueHue 0OoJIe3HU Y He-
KOTOpbIX MatreHToB ¢ ACC oT/IMyaeTcsl He TOJbKO OT HabJtoaae-

Puc. 1. Manosuvipascennas cnabocms npoKcUManbHuix Mbluly naeya (a),
m. gluteus medius (6), m. quadriceps femoris (8)

Puc. 2. Spumema Tommpona

Puc. 3. 4111

moro nipu [IM/JIM B 1ie/10M, HO ¥ HEMOCPEACTBEHHO BHYTPU MO~
rpynibl ACC. BbiaeneHna noarpyrina 00abHbIX ¢ TsikeabiM UL,
CcepoHeraTuBHbIM Mo Jol-aHtutenam. KMcxoast U3 3T1oro MOXHO
00cyXXImaTh TaK Ha3bIBacMbIli aHTU-JOl-HETATMBHBIMA CUHIPOM,
rozpa3yMeBasi, YTO 3TH MAlUEHTBI MOTYT OBITh TTIO3UTUBHBIMU TIO
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Tabnuua 2.
HawuGoee Baxnbie Anti-Jo1 Anti-PL12 Anti-PL7
JIaHHbIE 0 MAIMEHTAX (n=308) (n=69) (n=21)
[7, 29, 33,
38, 41]
CpenHuii Bo3pacT, 50 52 (22—87) 15—68
TOIIBI
NI, % 84 95 84
Jlerounas — Yame, yem -
TUIIEPTEH3HS MPU HATUIUK
anTu-Jol
«Pyka MexaHuka», % 20 16—20 —
Jluxopanka, % 35 45 —
Aprpur, % 75 — _
MpBIIIeYHbII 78—100 60—100 84
cuHapoM, % [7, 38, 47]
0-50
[29, 33, 38]
K®K, ACT, AJIT TTOBBIIIEHBI, Huxe, uem mpu

pexe HopMa Haauuyuu antu-Jol

®enomeH PeitHo, % 50 40—100

IIporHos

Ilpumeuanue. (—) NaHHBIE OTCYTCTBYIOT.

Denomunuueckue noomunbl HEKoOmopbslxX aHmMmuCuUHmemasHblX adHmumen [4]

Anti-QJ Anti-KS Anti-EJ Anti-Zo
(n=9) (n=6) (n=1) (n=1)
53 51 57 49

55 100 100 100

100 0 100 100

3aBucut o1 taxectu MUIIJ m orBeTa Ha Tepamnwuio

JIPYTUM aHTUCUHTETa3HbIM aHTuTenam (aHtu-PL7, antu-PLI12,
aHtu-QJ, antu-EJ, antu-KS, aHtu-Zo, aHTuTena K TUPO3UJI-
TPHK-cuHreTaze u n1p.), Mapkupytomum oosee tskenoe UITJT B
COYETAaHUU C BO3MOXKHO 00Jiee «MSITKMM» TEUEHUEM MBIIIIEYHOTO
cuHapoMa. Hampumep, y maliueHTOB ¢ aMMOIMaTUYeCKUM BapuaH-
TOM Te4yeHus 0oJie3HU aHTU-Jol-aHTUTeIa BCTPEUaloTCsl ropasao
pexe, yeM Ipyrue aHTUCUHTEeTa3Hble aHTuTena [31].

Kiunuyeckast HeonmHoponHOCTh BHYTpU Tpyrirnbl ACC mof-
TBEpKIEHA pe3yJisTaTaMid MHOTOLIEHTPOBOTO PETPOCIIEKTMBHOTO
uccnenoBans B. Hervier u coaBr. [32], 3aBepieHHoro B 2012 1., Ko-
TOpOe BKII04as1o 233 60s1bHbIX ¢ aHTUTeIaMu aHTi-Jo1 (n=160), aH-
tu-PL7 (n=25) n antn-PL12 (n=48). [IpumeuarenbHO, 4TO yactota
WIUI u Mmro3uta OblIa cBsI3aHa CO CNEUMMUUHOCTBIO aHTUCUHTE-
Ta3HbIX aHTUTE 1. OTMEUeHO Oosiee 0M3Koe (PeHOTUTTUIECKOE (KJTH-
HHMYECKOE) CXOACTBO Y MAIllMeHTOB ¢ aHTU-PL7- 1 antu-PL12-anTn-
TeJlaMU B OTJIMYME OT MalueHToB ¢ aHTu-Jol. Tak, UI1JI vaiie Ha-
OJroaI0Ch Y NMauueHToB ¢ aHTu-PL7- u antu-PLI12-anTurenamu
(801 88%) 1o cpaBHEHUIO C OOIBHBIMU, [TO3UTUBHBIMMU 110 aHTU-JO1
(67%; p=0,014), Torma KaK MMO3UT B 3TUX CITy4astx MIPUCYTCTBOBAI
pexe (44 u 47% ripotus 74% coorsercrBerHo, p<0,001). Berkusae-
MOCTb MalIMEHTOB TaKKe COIPSDKEHA ¢ PA3HOBUIHOCTHIO aHTUCHH-
TETAa3HbIX AHTUTE] M 3HAYMTESIbHO HIDKE Y TMAllMCHTOB C aHTH-
PL7/PL12 no cpaBHeHu1O ¢ mateHTamu ¢ antu-Jol (p=0,012).

J. Solomon u coaBr. [4] npemiaraioT (PeHOTUTUUYECKYIO Xa-
PAKTEPUCTHUKY TTOATUIIOB HEKOTOPBHIX aHTUCUHTETA3HBIX aHTH-
Tel (Tadu. 2).

J171s1 alieHTOB, TTO3UTUBHBIX 110 aHTU-PL12-anTuTenam, xa-
paKkTepHbI 60JIee BBICOKMI YPOBEHbB TSKEJIOTO JIETOUHOTO TTOpaXke-
HUSsI, JIETOYHOI TUNepTeH3UU, AUcharui U HU3KUil ypoBeHb OUO-
XUMUYecKux MapkepoB [4, 33—35]. Cpenu nmalyeHTOB, KOTOPbIM
OBLIO MPOBEACHO MOPGhOJIOTUYECKOE UCCIeNOBaHUE, Ooiee YeM y
50% obHapyxeHa KaptiHa UIP [34]. CBeneHUsT 0 HATMYUU MUO-
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MaTUIECKOTO CUHIPOMA ITPOTUBOPEUMBHI: COTJIACHO O0JIee paHHUM
uccienosanusaM (1986—1990), MblmeuHast c1abocTh ObLIa OIUca-
Ha y 60—100% OOJIbHBIX, ONHAKO IO ITOCIEAHUM JAHHBIM
(2009—2010), Muo3ut Habmoaaetcst ToabKo y 0—50% mnareHToB.
Bonee Toro, cornmacHo nccnenosanusam M. Hirakata u coasr. [36] u
A.W. Friedman u coast. [37], cpenu OOJIbBHBIX ¢ aMMOMATUYECKUM
BapriaHToM ACC 60% ObITM TTO3UTUBHBIMU 110 aHTU-PL12-aHTH-
CUHTETa3HbIM aHTuTeNNaM. [IpumMeuarensHo, 9To y 75% manmeHToB
3TOM TIOATPYITHI BRISIBIISTIOTCST TAKXKE MUO3UT-aCCOLIMUPOBAHHBIC
aHTuTena, B ToM uncie aHTu-U1-RNP u antu-Sm, KoTopbie pen-
KO BCTpeyaroTcsl y aHTU-Jo1-MO3UTUBHBIX ManyeHToB |38, 39].

K deHotunuueckum yepraM aHTU-PL7-MO3UTUBHBIX Ma-
LIMEHTOB TaKXe OTHOCST 0oJiee BbicOKYIO yactoTy MITJI 1 MeHb-
IIYI0 9aCTOTY MBIIIEYHBIX TTOpaXeHui, yeM y aHTu-Jol-Hera-
TUBHBIX MauueHToB. bosee Toro, B rpynmne nauueHtoB ¢ UIJI,
HEeraTHUBHBIX 10 aHTU-Jo1-aHTuTenaM, y 77% OnpenesiioTcs aH-
tu-PL7-anturena u Tonbko y 42% — muosur [29, 40].

EauHuyHble onucaHusl MAaMEHTOB, MO3UTUBHBIX IO ApPY-
MM aHTUCHHTETa3HBIM aHTUTEJIaM, He TTO3BOJISIIOT C YBEPEHHO-
CTBIO OOCYXHaTh WX (PEeHOTUNMMUECKUE OCOOEHHOCTH, OIHAKO
CBUIETENBCTBYIOT O npucyrctBuu MILJI. Y 2 u3 4 maumeHTOB,
MO3UTUBHBIX IO aHTU- KS-aHTHTe1aM, KOTOPBIM ObLlIa IMPOBEIE-
Ha Owuoricus Jjerkux, auarHocrupoaHa NSIP, y 2 — UIP.
B enMHCTBEHHOM OINMCAHHOM Cjyvyae MO3UTUBHOCTU MO aHTH-
Zo-aHTuTesnaM Takke rnocrapieH auarHo3 NSIP [4]. [TauueHT-
Ka, TO3UTUBHAs 110 aHTh- EJ-anTurenam, nmena JIM.

Tepamusi ACC. Boripoc Teparmu ACC octaeTcst aKTyaTbHbBIM.
OyeBuaHA HEOOXOMUMOCTD BKItoueHus BMII B ieueHne 31oii Ka-
Teropuu nauueHToB. HegocraTouHast 3¢peKTMBHOCTH MOHOTEpa-
mmuu 'K ipu ACC nponeMmoHctpupoBaHa Y. Koreeda u coast. [23].

CoracHO pe3yJabTaTaM TPOCTIEKTUBHOTO HAOIIONEeHUS
A. Schnabel u coast. [42], BkitouaBuiero 20 mauueHTOB C
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TIM/IM u UIJ1, y 10 u3 HUX oTMeueHa cTabunuzauus uy 10 —
OBICTPOE TIPOrPECCUPOBAaHUE JISTOYHON CHMITTOMATUKU, KOTO-
poe ObLJIO OCTAaHOBJIEHO MPU MOAKIIOYEHUN LUKIohochamuaa.
1. Tillie-Leblond u coaBT. [43] yKa3bIBalOT Ha TOJOXUTEIBHYIO
nuHamuky UTIT npu ACC y 72% nauuentoB Ha ¢oHe 'K B co-
YeTaHWM C UMMYHOCYIIPECCUBHOM Teparnueil U Ha Iporpeccupo-
Banue MI1JIy 28% GoJbHBIX, a TAKXKE COOOIIAIOT O €r0 PeIIUIM-
BUpoBaHUM Ha ¢oHe MoHoTepanuu ['K. OnuH mauueHT norud
OT IbIXaTeJIbHOU HemocTaTouyHocTH. [IpuMedarenbHO, 4TO Cy-
IIECTBEHHBIX pa3IMYMii B OTBETE Ha TEPATTMIO MEXK/IY ITallueHTa-
MU C OCTPBIM 1 noaocTpbiM HauajsoM MIIJI He oTMeuanoch.

Wccnenosanue R. Stanciu u coaBt. [44] Takke CBUIETEb-
CTBYeT 0 HeoOxoaumocTu noakitoueHuss BMII. PerpocnekTus-
Hblil aHanu3 (1998—2008) manHbix 48 mauueHtoB ¢ ACC (33
KEHIIMH U 15 MyXXuuH, cpelHri1 Bo3pacT — 43 roaa), Mo3uTuB-
HBIX 10 aHTH-JO 1 -aHTHUTEIaM, KaK ¥ OXKUIAJI0Ch, OTTPEICITIT Xa-
pakrepublii 1151 ACC cumnromoxkomiuieke: UITIT (80%), muo-
3ut (81%), aptpurt (77%), benomen Peiito (48%) u «pyka me-
xaHuka» (21%). Monotepanuio I'K (1-s rpynna) monyvanu 14
(29%) nmaumenToB, 'K B couetanun ¢ BMII (2-s rpynma) — 34
(71%). Y nocnenHux ObL1 Gojiee BbICOKMM ypoBeHb KDK
(60—70 Exn/n o cpaBHenuio ¢ 11-21 Ex/m; p=0,002) u gaie
BBISIBJISLIN «pyKYy MexaHuka» (p=0,02). UI1JI u Gonee HU3KMeE
rnokasaTeln XXU3HEHHON eMKOCTH JIETKMX ObUIM XapaKTepHBI
o711 mauueHToB 2-i rpynmbl (57,5 m 70% COOTBETCTBEHHHO;
p=0,02) 1 SIBJSJIMCH MPOTrHOCTUYECKU HEOJAaronpusiTHbIMU (ha-
KTOpaMU O0OCTPEHMUSI.

He BbI3BIBacT COMHEHUSI OMpEEIsIonasi pojib BhIpaskeH-
HocTH JierouHoii matosornu nmpu ACC Kak moKa3aHus st 60-
Jlee arpecCUBHOM TepamnuM y 3TUX IMallMeHTOB, BO3MOXHOCTH
KOTOPOI pacIIMpPsIIOTCS B CBSI3U C BHEIPEHUEM HOBBIX OHMOJIOTH -
YecKux TperapaTtoB. B mocnennue rombr B gedyennu [TM/IM
Bce Oojiee IIMPOKOe TPU3HAHWE HAXOMUT aHTU-B-kierouHas
Tepanusi, OCHOBHBIM TTOKa3aHMEM K KOTOpPOI SIBJIIETCS TSKe-
JIoe, PE3UCTEHTHOE K TpaaulmoHHou Tepanuu WUIJI y mauueH-
ToB ¢ ACC. [laHHbIe TUTEpaTyphbl CBUAETEIbCTBYIOT O TTOJIOXU-
TEJbHOM JIeYeOHOM M cTepou-coeperaromieM 3¢h¢eKTe pUTyK-
cumaba (PTM) [45-52].

IIporno3 u BenkuBaemoctb mpu ACC. [laHHBIe O TIPOTHO3E 1
BekUBaeMocTH y maureHToB ¢ ACC 1 MITJI HecKoJIbKO MpoTH-

BOPEUMBBI, YTO MOXHO OOBSCHUTb BPEMEHEM IPOBEACHUS UC-
CJIeZIOBaHU, a TOUHEe AMATHOCTUYECKUMU U TeParieBTUIeCKH-
MU BO3MOXHOCTSIMU. B cooOIeHusIx 00 MCCIenoBaHUSIX, BbI-
MoTHeHHBIX B 1974 u 1999 rr., yKa3aHo Ha MOJIOXUTENBHBIN OT-
Ber Ha Tepanuio 'K y 30—40% mnaiueHToB, Ha CTAOMIN3ALNIO
JieroyHoi cumnromatuku y 20—40% [53, 54].

B nesnom nipu I[IM/IM Ha ¢dhoHe ajekBaTHOU Tepanuu oT-
MEYaloTCsT CTAOMIM3AIIMS Y TIOJIOKUTEIbHAST JMHAMUKA KITUHU -
yeckoil kaptuHbl. [Ipu ACC Haubornee 4yacTo HaOIIONAOTCS
OBICTPOIIPOTPECCUPYIOIINE TOPIMUAHBIE K Teparmuyd BapUaHThBI
teueHust T [55]. Hamuume «pyku mexanuka» ipu ACC vac-
TO COINPSIKEHO ¢ pa3BUTUEM pe3uCTeHTHOro K teparnuu UITJI.

CwmeptHocTh npu ACC cBsi3aHHa C JbIXaTeJIbHON HeIocTa-
TOYHOCTBIO M cocTaBJisieT okosio 10% B mipenenax 4 et 601e3H1
1 21% — 5 neT, 9To 3HAYMTENIHHO BHIIIIEe aHAJIOTMYHOTO TTOKa3aTe-
a5t ipu [IM/AM 6e3 ACC — 7% [4]. Bmecte ¢ Tem W.W. Douglas
U COaBT. [54] cunTaloT, UTO 5-JI€THSISI BBIKMBAEMOCTD MAIlMEHTOB
¢ uguonatudyeckum MITJI He oTimMyaercss OT TaKOBOUl Mpu
[IM/OM c UIUJI (He mpuHUMass BO BHUMaHUE MO3UTUBHOCTb
110 aHTUCUHTETa3HBIM aHTUTeaM) U coctaBsieT 60%.

CorsacHo naHHbIM 1. Marie u coaBT. [56], cpeaHsist mpoo-
KUTEIBbHOCTD XXU3HU 601bHbIX ¢ MTTJT cocTaBiser 53 mec, 1-ro-
nuaHast — 94,4%, 3-netusist — 90,4% u S5-netusist — 86,5%. Ioxa-
KJIIOYeHUE UMMYHOCYIIPECCUBHOI Teparny MO3BOJSIET 10OUTh-
Cs1 KyIMMPOBaHUsI JISTOYHOM cUMITOMATUKM Y 20% 1 ee TT0JI0XM -
TEJIbHOU TUHAMUKU Y 55% marnmeHToB. Y 25% GONBHBIX € MTPO-
rpeccupoBaHueM UITJI oTMedeHbl OoJiee BBICOKUII YpOBEHb
HelTpodmmuu npu nipoBenennn bAJI u kaptuna UIP B merou-
HBIX OMonTarax [56—59].

Takum o6pazom, ACC gpisercs HauboJjiee TSIXKEIbIM
noartunoMm [IM/AM u npeacrapisieT HauOObLIMIT MHTEPEC
IUUIST PEBMATOJIOTOB U MTyJIbMOHOJIOTOB, YTO CBSI3aHO C TPYIHO-
CTSIMU paHHEW NUarHOCTUKU U Tepanuu 6osesnu. UIJI 3a-
HUMaeT LIeHTpaJbHOe MeCTO B KMHMYecKoi KapTuHe ACC u
ornpeessieT MporHo3 3aboeBaHus. CTepouape3uCTEHTHOCTh
(unu HegocTaToyHasl 9(HEKTUBHOCTD JIEUSHHUS) TpeOyeT o~
HoBpeMeHHoro HadHayeHust BMII. Hau6onee apdpexkTuBHbIM
1 00HAIEeXMBAIOIINM TIPeTIapaToM Ha CEeTOMHSIITHUMN eHb SIB-
asiercst PTM, ogHako 3TO MPEANnojoXkeHue HYXIaeTcs B
nIalbHeIIeM N3y4eHUH.
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