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Xiilasa. Klinik mithazira xarakteri dasiyan bu maqalada antisintetaza sindromuna dair miiasir adabiyyat
malumatlarmm xiilasisi oks etdirilmisdir.

Antisintetaza sindromu 6ziind iltihab xarakterli miopativa, artrit, interstisial agciyar xastaliyi, quzdirma,
Revir sindromu va “mexanik ali” slamatlorini birlasdiran nadir autoimmun xastalikdir. Bu patologiya orqa-
miemda antosintetaza antitellarinin varanmast ila alaqadar olub, azalalarin va agcivarlorin zadalonmalari il
tazahiir edir; xostalivin agirlq daracasi antisintetazalarm amalogalma siirati il alagadardir. Magalada bu
patologivamn epidemiologivasi. patogenezi, klinik alamatlari va miialicasi haqinda an yeni malumatlar aks
etdirilmisdir.

Acar sozlar: antisntetaza sindromu. antisintetaza anticisimciklari, miozit, agcivarin interstisial xastaliyi
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YUATHHOE 3a001€6AHIE TeKUX
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AHTHUCUHTETA3HBIH CHHAPOM

'Kagheopa cocnumarvnoii mepanuu @IBEOY BO Acmpaxanckuii MY Munsopasa Poccuu, Acmpaxane,
Poccus; “Kaheopa dpaxy:iememeroii neduampuu @I'bOY BO Acmpaxanckuit MY Munsopasa Poccuu,
Acmpaxans, Poccus; *Kagedpa mepanesmuueckoir u neduampuseckoi nponedesmuru Azepbanodcanckozo
weouyunckoeo vuusepcumema, Baxy, Azepbatioxcan; 'Kagedpa gparyaememeroti mepanuu u npogeccuo-
HaBHbLY BOAE3HEL ¢ KYPCOM NOCIeouniomio2o oopasosanus ®IEOY BO Acmpaxanckuii I'MY Munzopasa
Poccuu, Acmpaxane, Poccus

AHMUCUHMEMA3HBLIL CUHOPOM — MO PedKoe dYMOUMMYHI0e 3a001esanue, dcCoyuuposanHoe ¢ 60CnanU-
MeabHOI Muonamuet, apmpunoM, UHMEPCMuLUATLHolM 3a601e6anueM 1e2KUX, AUXopaokol, enomenom
Peiino u pyxoil Mexanuka. Anmucunmemasisiii CUHOPOM C63aH ¢ 6bIpAOONKOU aHMUCUHMEMA3HBIX AHMU-
mea, KOmopwie yuacmeyiom 6 nano2ene3e Mulieyno20 U 1e204H020 NOBPEHCOCHUSA, UX HANUYUe KOppeaupy-
oM ¢ akmusHoOCmbIO 3a6oaesanus. B 0630pHoli cmamee npedcmasicivl Hoselluie 0anHble 06 NUIeMuUono-
2un, nAmMo2enese, KIHUYECKUX NPOSEICHUAX U 1e4eHUU IM020 PeOK02O PeEMAMUYecko20 3ab01e6anus.

AnTHcHHTeTa3Hblii cuHapom (ACC) onpeaens-
eTcst Kak MOATHII HAHONATHYECKHX BOCMAMHTEIbHBIX
muonatuii (MBM). Hactoe nopaxkenue nerkux, apT-
PHT, HeOObIuHAs KapTHHA FUCTOJIONMH MblLICY-HOH
TKaHH, JTMXOPAKa, THIHYHBIE KOKHbIE [POSAB-TICHUA
n denomen PeiiHo co31al0T YHHKAJIbHBIH CNEKTP, B
kotopoM amunoauna-TPHK-cuuTeTasel  aBastotes

pateHHocTh 1 natoredes ACC g0 cux nop nosHo-
cTbi0 He m3yueHbl. Ilo manueiM Orphanet, rio-
Hanbuas pacnpocrpaHeHHocth ACC ouenuBaercs B
1-9 cayuaes nHa 100 000 Hacenenus[2], oaHako To4-
HBIX JaHHBIX O 3a00JIeBaEMOCTH HeT. AHTHTENa K
aHTHCHHTeTa3aM Beissastores y 11,1-39,19% nauu-
entop ¢ MUBM. Cornacro peectpy EuroMyositis,
O/IHOBPEMEHHO /MAarHOCTHYCCKUM [PU3-HAKOM H ACC Bctpeuaercs pexe, yeM JIM (1epMaTtoMHO3HT)
«CMYCKOBBIM KPIOYKOM» MAaTOJIOFHYECKOro npotec- ¥ PM (1101MMHO3HT), HO 4Yallle, YeM CropaaHuecKHit
ca. MHO3HT C TeJIbLIAMH BKJIIO-4CHHA U MMMYHOOIOCPE-

Onuoemuonoeusn. Xors nepesie ciyyan ACC Obi- Jl0BaHHas HekpoTHueckas mMuonaTua. Kak u apyrue
aun onucanbl Gonee 30 sner nazan [1], pacnpoct- noarunsl UBM, kpome crniopaanueckoro MHO3uTa ¢
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TenbuaMn BKmouyeHus, ACC waile nopaxacr jxeH-
HH (COOTHOMICHHE JKCHIUMH M MYXYHH OlLEHHBa-
eTcs npuMepHo B 7:3). CpeHnii BO3pacT MalUeHTOB
B fcO10Te 3a60-n1eBanns coctasiser 15-48 ser.

ITamozenes. AUTHCHHTETa3HBIE aHTHTENA Han-
pAaBJICHBI IPOTHB LIMTOMA3MATHYECKHX aMHHOAIMII-
TPHK cunreras, kotopbie xatanusupyror ATd-3a-
BHCHMYIO PEAKIIMIO IPHCOCIMHCHHS OJHOW aMHHO-
kuenotsl k ee cneunpuueckoit TPHK n obecrieun-
BAKOT CHHTE3 OMNpejiesicHHOro Genka. AHTHTENA Obl-
. oOHapyxeHbl npoTHB 8 H3 20 aMHHOKHCIIOT,
pkiouas antH-Jo-1 (ructuamn-TPHK cuurerasa),
anTu-PL-7 (Tpeonun), antu-PL-12 (anauun), aHtu-
EJ (rmuumn), antu-0J (u3oneiiumn), autu-KS (acna-
paruHni), autu-Zo (penunananwn) u atu-Ha (tu-
po3un) [3]. AHTHCHHTETa3HbIE aHTHTEIAa MOXHO
Haittu npumepio 'y 30% naunenroe ¢ UBM, npu-
yem aHTH-Jo-1 sBiIseTcs HanbGosnee pacnpoCTpaHeH-
HBIM THTIOM. AHTH-JO-1 crieun(pUYHOCTL BBIABSET-
cs npumepHo 'y 20-30% nauueHToB ¢ MHO3MTOM, B
TO BpeMs KaK KaKAblH W3 OCTAIbHBIX aHTHCHHTE3
BcTpevaercs He Gonee yem y 5% naumentos [11].
AHTHCHHTETa3HbIE AaHTHTENAa OOBIYHO CYMTAIOTCH
B3auMoHckitoyatomumu [10], HO ObUIH OmMCaHbI
cllydad OJHOBPEMEHHOTO HX OOHapyXeHus. AH-
tuTena npotuB Ro (Bkiarodas Ro52) cuutarotcs
Hanbosee pacnpoCTPaHEHHbIM THIIOM aCCOLUMHPO-
BaHHBLIX aHTHTeNn y nauueHToB ¢ ACC: oHu BCTpe-
yaiotest B 30-65% ciyuaes [4]. [Tomumo cBoeil oc-
HOBHOH (yHkunn, amuHoauun-TPHK cunrerasm
HIPalOT BaXHYIO POJIb B PadIHUHBIX HMMYHHbIX
nponeccax. B xauecTBe BHEK/IETOUHBIX CHIHAJIOB
amuHoauun-TPHK-cunTeTassl cnocobusr Bo3ackct-
BOBAaThb Ha pa3HOOOpa3Hble UMMYHHBIC KJIETKH, JH-
J0TeNInalIbHbIe KIIETKH, (uOpobiacThl, a Takxe pa-
KOBBI€ KJIETKH [5]. DTh (pepMeHTbI yyacTBYIOT B aK-
THBAalMM MMMYHHOH CHCTEMBI KaK aHTHIE€HBI, Bbl-
MOJIHSIOT XEMOATTPAKTHBHbBIE H CXOAHBIE C HHTOKH-
HaMM pOJH. 3armyckas BPOXKIEHHbIC M aJanTHBHbIE
MyTH, OHH BBI3BIBAIOT MMMYHHYIO TOJIEPAHTHOCTb,
paspylLIeHHe WM TIOBpeXAeHHe TkaHel [6]. AHTH-
Tena nporuB amuHoauun-TPHK oGbraHO oOHapyxH-
BAlOTCS B CHIBOPOTKE KPOBM, OJHAKO IMPHCYTCTBHE
antu-Jo-1 HemaBHO ObIIO OOHApYKEHO TaKkKe B
KMAKOCTH OPOHXO0a/IbBEOJSIPHOTO NaBaxka [7], uTo
MOJATBEPIKAAET TUMOTE3Yy O TOM, YTO PECrUparop-
HbIH TPaKT SBJISACTCA MECTOM, [JIE€ HAaYHHAeTCs pac-
mennenue amuHoaunno-TPHK, Bemymee k akrtu-
Baiuy T-Kkj1eTok, KOTOpble MPHOOPETaIOT NpoBOCHa-
JIMTENBHBIA QEHOTHIT ¢ MOCNEAYIOWEH CTHMYIALMEN
B-knetok ans coszpeBaHHst H NPOAYKLUHH aHTH-Jo-1.
IMockonbky BbicBOOOXKIEHHE rpan3uMa B moxer
ObITh BbI3BAHO (DAKTOpaMM OKpyXKarolied cpeabl.
'Mnotesa o ¢akropax OKpyKaloleH Cpeabl, 3ammyc-
KaIOLMX UMMYHHYIO JAMCPEryIsLHIO, KAKETC MHO-
rooferuaroLeH.

Bo3sgeiicTBHe pa3siHYHBIX WHraNALMOHHBIX aH-
THI'eHOB (ILIECEHb, NIEPO MTHLbLI H T.J.) MOXET BbI-
3BaTh ayTOMMMYHHBIH Kackaz, Beaynmit k ACC. ITo
CPaBHEHMIO C [AUMCHTAMH C JPYTHMH MOATHIAMU
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MBM, naunentsi ¢ ACC CTaTMCTHYECKH Yamie Moji-
BEPraliCh BO3ACHCTBHIO MBUTH HIM ra3oB. B Gomn-
LIOH MEXAYHAPOIHOI Koropre Kypenue Tabaka Obi-
JI0 CBA3AHO C MOBBIMIEHHBIM PHCKOM 00pasoBatie
aHTU-JO-1 y reHeTHYECKH MPEAPACTIONOKEHHBIX Ma-
nuentos ¢ UBM [8]. Kpome toro, 6buia obuapyxe-
Ha TNOJIOKHTENbHAS ACCOUMANNA MH(EKUMH Jbixa-
TEJIbHBIX MyTeH C MOCIEYIONIMM PUCKOM Pa3BUTHA
VIBM [9]. TTo cpaBHEHMIO €O 3/10POBLIM KOHTPOICM
B JIeTKHX naiuenToB ¢ ACC 6bu10 00Hapy) eHO MCK-
JHOYHTENILHO Bhicokoe konnuectBo NK-knetok. bo-
Jiee Toro, y naunentoB ¢ ACC unabmoganucs Oomnee
BBICOKHE IpoueHTh NK-KJ1eToK, IKCIIPECCHPYIOUIHX
rpan3um A u rpansuM B [10]. Bsuto Takke Bbicka-
3aHO [IPEAMNOJIOKEHHE, YTO HETO3 HIPaeT BaKHYIO
poinb B narorenese MBM u MBM-accounnposaH-
HBIX HHTEPCTHUMANbHBIX 3a0osieBannii jserkux. [Mo-
Ka3aHo, YTO Jerpajaums HEMTPOGHILHBIX BHEKIIE-
TOUHBIX JIOBY1IEK U akTHBHOCTH JIHKas3el 1 Hapyuie-
Hbl, ocobenHo y nmu ¢ U3JI. Coobruaiock, yTo na-
UUEHTHI C aHTUTENaMU NPOTHB Jol HMEIOT uCKIio-
YHTENBHO HU3KYI0 akTMBHOCTHL JIHKazwr I [11]. T1o-
BBILIEHHAsT CHIHATYpa reHa HEHTPOHIOB B cKeleT-
HBIX Mblmax npu JIM koppenupyet ¢ MapkepamH
TOBPEX/ICHUS MHOLMTOB M YCHICHHEM MPOTyKIHH
IFN I u II tunos. bbuto obHapyxKeHO, YTO YPOBHM
HEHTPOQIUTLHBIX BHEKJIETOUHBIX JIOBYILEK 3HA4H-
TEJILHO BBIIE y TMALMEHTOB C AHTHTENAMH TPOTHB
MDAS u nporus TIF1, HO He y nmauueHTOB ¢ noso-
KUTenbHOH peakumed Ha Jo-1 [12]. Heobxonmnmsi
JadbHEHIIHE UCCIeOBaHHUS, YTOOBI OLIEHHThH 3Ha-
4UMOCTb AMCperyssiuni Heltpodnnos npu ACC.
Bsin0 oOHapy)eHo, YTO MPOAYKIHS AHTHTEN [TPOTHB
Jo-1 accouumpoBana ¢ nonumopdusmamu HLA-
B*08/01 1 HLA-DRB1*03/01. Accounaunu mexay
ONpeJIeICHHBIMH  TMOJIOAKEHHSIMH  AMHHOKHCIIOT M
MNOATHIIAMH AHTHCHHTE3 ObUTH HAEHTH(HIIMPOBAHbL
KaK MOTEHUMAIbHO AaXe Oonee CHIbHBIE, YeM Kiac-
cuueckne accounawnn HLA [13]. Beino obuapy-
JKEHO, 4TO BapHaHThbl pHCKa, Habm01aeMble y namnu-
entoB ¢ UBM, aHaloOrHYHbI TAKOBBIM, BBIABICHHBIM
NpH APYTHX ayTOHMMYHHBIX 3a06071€BaHUAX.
Huacnocmuxa. B nocnenanue roasl Obian npea-
JioxeHsl auarHoctudeckie kputepun MBM u ero
noarunel. Kputepun Cosiomona u kputepun Kou-
Hopa i ACC npuseneHsl B Tabauue | Bmecre ¢
kputepusmun EULAR / ACR [14, 15].
AHTHCHHTETA3HBIH CHHIPOM OTJIHYAETCS OT JpY-
rux UBM CBOHMH YHHKIBHBIMH OCOOEHHOCTAMH.
McenenosaHus 110Ka3bIBAIOT, YTO HH OJHH W3 1Ipea-
JIOKEHHBIX [0 CHX 110D KPHUTEpPHEB IMOIHOCTBIO HE
ynosiietBopsitoT amarosy ACC. Tlockonbky cnektp
AHTHCHHTETA3HOIO CHHIPOMA HEOLHOPOIEH W He
0053aTebHO JO/DKHBI PHCYTCTBOBATh BCE THITHY-
HBIC CHMIITOMBI, IOCTAHOBKA NPaBH/IBHOTO JHATHO3a
B ne6roTe 3a00/1¢BaHHs MOXKET ObITh CJI0XKHOI 3a1a-
yeil. V NauMeHnToB ¢ aHTHCHHTETa3HbIMH AHTHTE/A-
MM 9acTo JAHArHOCTHPYIOTCS HeanddepeHuHpoBaH-
Hble 3a00J1eBaHHA COCAMHUTENbHOH TKAHH, HAHOMNA-
THYECKHE HHTEPCTHUHAIbHBIE TMHEBMOHHH C ayToO-



HMMYHHBIMH TIPOSIBNCHHAMH WM Jpyrue 3abose-
Banns [16]. 13-3a MHOrOUHCIEHHBIX IHArHOCTHYEC-
KHMX npoblieM OKOHYaTenbHas IHArHOCTHKA 4acTo
3ana3abiBaeT. Y INALHEHTOB ¢ aHTHTEJIaMH NPOTHB
Jo-1 Oblja onucaHa CpeHss 3a1epKKa IHarHoOCTHKH
B wmiecTh MecaueB. Cydraercs, 4TO y MALHCHTOB C
autH-PL-7 1 antn-PL-12 nepnoa 3ana3ablBaHHs
AMArHOCTHKH etue Gosbue [17].

Kaunuveckue cuxmmomst ACC. ACC xapakTepH-
3yeTCs COYCTAHHEM TaKHX CHMIITOMOB, KaK MHO3HT,
ApPTPHT., HHTEPCTHUHATbHOE 3a00J€BaHHE JIETKHX,
¢enomen Peiino, pyka mexannka i auxopaaka. He-
KOTOpbIE H3 CHMITTOMOB MOFYT ObITb aCCOLUMHPOBa-
HBl C ONpeJe/eHHbIM THIIOM AHTHCHHTETa3, OJHAKO
yaute kmHHycckue nposisienns ACC yHusepcanib-
ubl. [1o naHHbIM EBPOMHO3HTHOrO perucrTpa, namH-
entbl ¢ ACC yaule Bcero CTpaaaldT MHO3HTOM H
MHTEPCTHIHATLHBIM 3abosieBaneM nerkux (90% u
71% COOTBETCTBEHHO), TOrJa KaK Apyrue CHMIITO-
Mbl BCTpeuaroTes pexe. IIpumedatensHo, YTO KIH-
HHYECKHE NPOSBIEHHSA MOTYT CO BPEMEHEM MEHSTh-
csl, MOCKOJIbKY CHMITTOMbI HOSBJISIIOTCA MOCTEICHHO
1 nocneaoBaTenbHO. B nebrore 3aboneBanus y na-
LIMEHTOB C aHTHTeAaMH MpoTHB Jo-1 0ObIYHO Hab-
H0JaeTCA H30JHPOBAHHBIH apTpHUT, y MaUHEHTOB ¢
antutesamu npotus OJ elHHCTBEHHbIM Habmonae-
MbIM CHMIITOMOM SIBJIS€TCS MHO3HMT, a H30JHPOBaH-
ubie M3JT accounnposaunb ¢ antn-OJ, PL-7, antu-

PL-12, antu-EJ. Cneayer OTMETHTB, YTO KOTOPTLI
3HAYMTEIBHO PA3IHYAIOTCS MO KOJHYECTBY MalHeH-
TOB H KPHTEpHAM 0TOOpa, YTO MOXET NPUBECTH K
HeoOBEKTHBHBIM BbiBoAaM. Heslb3st HCKIIIOUNTD, YTO
4acToOTa MOSBJICHHA CHMIITOMOB, OCOOEHHO B MOj-
rpynnax MalHeHTOB C MEHEE paclpOCTPAaHEHHbIMHU
ayTOAHTHTEJIAaMH, MOXET OBITb BBICOKOH H3-3a Orpa-
HHYEHHOrO 4HCJa ONMCaHHBIX ciydaeB. Crnektp
nopaxenus Mo npu ACC BapbupyeTcs OT H30-
JIMPOBAaHHOrO ITOBBILICHHS KOHUEHTPALHH Mbllley-
HbIX )EPMEHTOB B CHIBOPOTKE 10 TshkeNoii cnaboctu
1 HapylleHusi TOABHXHOCTH. Mplueynas cnabocts
Habmonanacy y 41,3-100% naunentos ¢ ACC, us
Hux 30,4-88,9% crpananu wmuanrueii. Ilpumeua-
TEIbHO, YTO B HAaMOOJIee MHOrOYMCIEHHBIX KOTOpTax
OTMEYEHa BBICOKAs YacCTOTa MBIIIEYHBbIX CHMIITO-
MOB. M Muairus, ¥ MbinleyHas ciabocThb Jalle BO3-
HHKAIOT y aHTH-JO- | -MO3HTHBHBIX MALIKEHTOB, YeM Y
nauieHToB ¢ aHTu-PL-7 u antu-PL-12 [18]. Tlo
CPaBHEHHIO C MMALHEHTaMH C APYTMMH BHAAMH aH-
THCcHHTeTa3, aHTH-OJ-M03UTHBHBIE MAUHEHTBI MOTYT
MOABEPraThCsl PHCKY Pa3BUTHS THKEJIOTO MHO3HMTA C
MbIlIeuHOl cnadocThio H atpodmeit. Kak npasuio,
nauxentbl ¢ ACC HCOBITBIBAIOT €1ab0CTh B MPOK-
CHMa/IbHBIX MBIIILAX BEPXHHX M HIKHUX KOHEYHOC-
Tell, MPUMEPHO y KaXJOro TPEThEro MmalueHTa Hab-
JII0/1eTCs C/IA00CTh MBILLLL IIEH M MBILIEYHAs aTpo-
¢us. TunomponaTrHyeckoe WM aMHONATHYEeCKoe

Ta6anua 1. Kraccugpurayuonnwviit kpumepuu ACC u UBM

erpHTCpHH

Kputepuu Conomona

Kpurepus Konnopa

Kpurepun EULAR/ACR

HMMMYHOIOTHYECKHE

Jiobas aHTHCHHTETa3a

JIo0ast aHTHCHHTETa3a

AnTH-JO-1

Kannnueckue

Bosbuioii KpuTepHH:
H3J1
[TM/IM no Iutepy n
boxany

Marble KpUTEpHH:
ApTpuT
®eHomeH Peiino
Pyka MexaHunka

H3J1

[IM/IM no [lutepy u
Boxany

ApTpHuT

®denomeH Peiino

Pyka mexanuka
[Tepcuctupylowas, He-
00bsICHHMas JTIMXOpajIKa

- CumMeTpHU4Hasi MpPOKCH-
MasbHas c1abocTh BEpXHHX

H HW)KHUX KOHEYHOCTH

- TIpokcuManbHble MBI
HOr ciiabee qUCTaIbHBIX

- Crubarenn 1weu cnabee
pasrubarenci

- Oucdarns/ HapyleHUs: MO-
TOPHKH NHUILEBOJA

- TIopaxenne Kkoxu (remmo-
TpOMHas ChiMb, namynsl I'ot-
TpOHa, 3Hak ['0TTpoHa)

- Bospact Hauana 3aboneBa-
HHS

TBEPKIACHHA AHArHo3a

60NBIINX KPUTEPHS MIIH
aHTHCHHTETa3a + TIO
KpaiiHeit mepe 1 6onb-
o KpuTepuit wmmn 2
MajibIX KPHTEPUS

KpaiHeit mepe | KIMHH-
YecKHil KpHTepHii

JlononuutensHeie 00- | Her Her TunuuHbIE TUCTOJOTHYECKAS

clie10BaHMUs KapTHHa  npu  Guoncuu
MBIIIILL, TIOBBILLICHHBIE
KOHIleHTpauuu  (HEepMeHTOB
CKEJIETHBIX MYCKYJIaTyphI

Kputepuu ans  noa- | AHTHcHHTeTasa + 2 | AutucuHterasa + no | Onpenenennas MUBM: cuer

ne menee 7,5 (8,7 ¢ Ouoncu-
el MbIILIL)

Beposthbiii UBM: cuer He
menee 5,5 (6,7 ¢ Guoncuei
MBILLILI)

Hayano 3a00neBaHHS MEHEee THITMYHO IS MauueH-

TOB C AaHTUCHHTETa3aMU. BoBneyeHHe MBbILIL] MHILE-
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BOZa ¢ mocneayromer aucdarueit nabmonanocs y
TPETH NauMeHToB. OnucaHa TakKe H30IMPOBAHHAS
muairks Ge3 Mbimieunoi cnaboctn. MPT by
Gespa BLIABWIO aHOManu¥ y 65% ITalMeHTOB ¢
ACC. OTek MblmI HAONIOAAICA TIPEUMYIECTBEHHO
B IIEPCAHEM OTAENE, B TO BPEMs Kak MOPaXKEeHUs
YKa3blBQJIM Ha MOBPEXIECHHE MBI M 3aMellieHHue
KHPOBOH TKAHW B OCHOBHOM B 3a[HEM OT/ejie.
YMEHBIICHHE MBILIEYHOTO 06bEMa MIOATBEPKIEHO Y
14% mnaunentoB ¢ ACC. B GomnblIMHCTBE ciyuaes
MBILUEYHbIE NOPAXEHUs OBLIH CHMMETPHUYHBIMH.
TepnacuuKynsapHbli HEKPO3 U MaKpo(arouuTo3 -
Hanbonee XapaKTepHble MPU3HAKH TpH GHONCHH
mbiwil. Tlepumusuit uH@MILTPHpOBaH Makpodara-
mu ¥ sumpountamu CD8. BeipaxeHa 3zech BbIpa-
KEHA aKTHBHOCTbL wWIENO4HOH docdarazsl [19]. B
OT/IMYHE OT MONHUMHO3NWTAa M MHO3MTA C TelblaMH
BKJIIOYEHHS HHOHIILTPATOB B SHAOMH3UHU He HaOIIO-
naetcs. TloBelieHHas 3KCNPECCHs MPOAYKTOB IJ1aB-
HOTO KOMILIEKCA THCTOCOBMECTHMOCTH deioBeka I u
IT xnaccos pukcHpyeTcs B LMTOIIA3ME U HA CapKo-
nemMMe MHOGHOPHIUI, NIPEMMYLIECTBEHHO B OKOJIO-
ny4koBor o6sacTu. Beijo 06Hapy)eHo, YTO BONOK-
Ha B MEPUMHU3HANBHON 00JIaCTH HAKAILUIMBAIOT KOM-
niaexcol C5b-9 Ha capkosneMMe MM BHYTPH capko-
mnasmel [19]. Jnddysnble HekpoTHyeckue u pere-
HepHpylowue MHOGHOPHWLIEI HabIIONAOTCS pexe,
HO MOryT ObITh CBs3aHbl ¢ aHTH-OJ aHTHUTENaMH,
MOCKOJIbKY HCCIIEIOBaHMs HA OCHOBE OHOIICHM Bbl-
ABHIH GOjiee BHICOKYIO PaCMpOCTPAaHEHHOCTb Jud-
¢ysHoro Hekpoza Muo¢uOpwL1 y  auTu-OJ-
NO3UTHBHBIMH MALIMEHTOB C MO CPABHEHHIO C AHTH-
OJ-neratupupivi. Hamuuune BrinoueHnil Muosizep-
HBIX aKTHHOBBIX (unamentoB ommuyaer ACC ot
npyrux  noatunos UBM  co  cmeundmnynocTtsio
93,3% wu uysctBUTENbHOCTBIO 80,1%. Arperaums
MHOSEPHOrO aKTMHa MOXeT ObiTh CleACTBHEM
HapynieHHs 00pa30BaHHs W YENHOYHOro Iepemeliie-
HHs aKTHHOBBIX (HiamenTos [19].

Hopasicenue neekux npu ACC. UHTEPCTHLMATD-
Hoe 3abonepanue nerkux (M3JT) nabnronaercs y 50-
100% naunentos ¢ ACC. ¥V naumentos ¢ ACC co
BCEMHM MOATHITAMHM aHTUCHHTETAa3, BKJIIOYEHHBIX B
/1BA CAMBIX MHOTOYHCIICHHBIX MHOIOLICHTPOBBIX pe-
ructpa, pacnpoctpaneHHocts MJI3 cocraBuaa 71—
81,4%. Tlo nanueM 6a3ei AENEAS, U3J1 sensiercs
Hanbonee yacTbiM AeOHOTHBIM MPOSBIEHHEM Y Ma-
UMeHToB ¢ aHTuTenamu k PL-7, PL-12 u EJ. B ue-
jom H3JI Gonee pacmpocTpaHeHa y MAlHEHTOB C
aHTH-PL-7 u anTn-PL-12, no cpaBHeHHUIO ¢ APYTHMH
noarunaMu antucuHTeras [20]. HauGonee yacteim
KIMHH4ecKuM nposeieHueM U3J1 asasieTcs onbinika
npu Qusnyeckoii Harpyske. OHAKO MPUMEPHO Y
KaXII0ro nATOro nauueHTa Habmomaercs Geccumr-
TomHoe Teuenne U3JI, kotopoe, no-suanmomy, 6o-
JIee pacrpocTpaHeHo B cly4asx aHTH-Jo-1 NMO3HTHB-
HocTH. Bonee Toro, y nauuenTos ¢ autu-PL-7 u an-
tH-PL-12, U3J1 o6biuHO Gonee Tskenas ¢ Oonee
Hu3kuM 3HadeHusmu OXXEJI u DLco u Gonee Bbi-
PaxXeHHBIM (HOPO30M IO CPaBHEHHIO ¢ aHTH-Jo-1-
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NONOKHTCIBHBIMU TlanueHTamu. Hanporus, ®XEJ

1 DLc¢o 6bumi Bbitue y ALILITI-no3HTHBHBIX nanmen-

T0B ¢ ACC [21]. Bhuto oGuapyxeno, uto appukaH-

CKas paca AB/AACTCS HE3aBUCHMBIM (aKTOPOM pucKa

Tsokenoit gopmul M3J1 npu ACC. Tlo cpasHenmio ¢

Geilofi pacoi, y 4epHOKOXHX TIAIMEHTOB GBUTH CTa-

TUCTHYeCKkH Gosiee Hu3kue mokazaternn DIKEJ] u

DLco. Muosut Takke Moker cnocoGCTBOBATE

OCNabNeHNI0 AbIXaTembHOM MycKynatypsl. Hapymre-
HHE pEeCrMpaTopHoi (yHKUMH H3-3a8 cnabocTu cke-
JIETHBIX MBILUIN Halle HaOMo/aeTcs y NauMeHToB ¢
HOJIOKHUTENbHOH peakimeli Ha Jo-1. Tpumeuatens-
HO, uto M3JI MoXeT BO3HMKATh y NanueHToB G€3
TIpU3HaKOB Muonatuu [22], 4to cnocoGerByeT
nosaHel auarHoctuke. Ciydyau OCTpOro pecnupa-
TOPHOTO HCTPECC-CHHAPOMA HEPEIKH Hake IpH
HayaneHoM mposeiaenud ACC [23,24]. Ocrpoe
Hayano M3JI mabmopanocs y 74,1% naumueHToB ¢
aHTH-EJ ¥ He Gosee 4eM y MOJI0BHHBI MAIHEHTOB ¢
ApYTHMH aHTHCHHTETA3aMH, OJHAKO Pa3iv4us MekK-
Ay TpynnaMH HE JOCTHIJIH CTATUCTHYECKOH 3HA4H-
MocTH. beicTpoe nporpeccuposanme U3J1 6bin0 cra-
THCTHYECKH Ooniee 4acTeM B rpynne antu-PL-7-
MO3UTHBHBIX  MALUWEHTOB, 4YeM Yy aHTu-PL-7-
HETaTHBHBIX. Y NalMeHTOB ¢ OBLICTPO mporpeccupy-
toumM M3JI wame wabmonancs Heiitpoduies s
O6poHX0aNbEBEONAPHOH KHUAKOCTH, TOrAa Kak Uit
NalMeHToB ¢ aHTH-Jo-1 xapakTepeH jmmdouHTO3.
MenTuasr HeiTpoduio yenoBeka B GpOHX0ATLBEO-
JISIPHOM KMIKOCTH KOPPEMHPOBAIH C IMPOUEHTOM
PETUKYNAPHBIX NMOMYTHEHHH M, KakK Ipeanoara-
JIOCh, COOTBETCTBOBAIHM akTHBHOCTH ACC [25].

Hecneuuduueckas MHTEPCTHIMANBHAS [THEBMO-
HHUS C MOMOILLBIO KOMIboTepHOH ToMorpaduu (KT)
H THCTOJIOTHYECKOro obcne0BaHHs BBISBISETCS Y
39-72,5% nauuentoB ¢ ACC, opraHusyowascs
nHEBMOHMA — y 14,6:43%, oOblYHAs HHTEPCTHLIM-
albHas MHEBMOHHS oOHapyxuBaetrcs y 9,76% nauu-
eHtoB ¢ ACC [26]. [IByCTOpPOHHHE MOMYTHEHHS MO
THITY «MaTOBOIO CTEKJIa» U PETHKY/ISPHBIX H3MEHe-
HUI mpeobnanaloTr y naimmeHtoB ¢ ACC. ObbruHO
TIOpaxeHHs PacrojaralTcs B nepudepHueckix uin
6azaneHbIX obnacTax. «CoToBoe serkoe» Hao1a-
ercs peaxo [26]. [Ipn mepBuyHOM oOpameHuH ma-
LMEHTBl C aHTHTenaMu npotHB PL-12 nemoHcTpu-
poBaH Oosiee HHTEHCHBHYIO PETHKYIAIMIO H TPaK-
IJHOHHbIE OPOHXODKTa3bl MO CPABHEHHIO C MALNEH-
TaMH, NPHHUMABLIMMH aHTH-Jo-1, o1HAaKO npH mo-
creayiomeM HadmoaeHun pasnnuHii He HaOsona-
nock [23]. [MatrepH «OOBIYHON HHTEPCTHUHAIBHOM
MHEBMOHUWY, DLcp <45% Ha MOMEHT MOCTAHOBKH
JIMArHo3a, BOBJICYEHHE JbIXaTeNbHBIX Mbly, H3JI
0e3 MHO3MTa M TMOXWIOH BO3PACT CBA3AHBI C XY-
wuM  nporaozom  ACC-accounnposanHoro HM3J1
[27]. Takxke Moka3aHo, 4TO JIErOYHAsi THIIEPTEH3US
3HAYMTEILHO yXYy/IWaeT nporyo3 [28].

Apmpum. APTpHUT U apTPAITHs SBAAIOTCS OOMIH-
mu npusHakamu ACC, pacnpocTpaHEHHOCTb KOTO-
pbix BapbHpyeT oT 20 10 88% B pasHbIX rpynnax
nagueHToB  [29]. CornacHo JaHHBIM  IPYIIIBI



AENEAS, apTpHT uame BCTpeuacTcs y NauneHToB ¢
antn-Jo-1. Y 24% nauneHToB ¢ aHTHTENIAMH ITPOTHB
Jo-1 w30aMpOBaHHbI ApTPHT ObUT  HAYAILHBIM
cumntomom  3abonesanns [30, 31]. Bocnanenune
cyctagoB npi ACC 0ObIYHO TPOABIAETCA B BHIAC
CHMMETPHYHOrO MOJHAPTPHTA, MOPAKAKIIETO Npe-
HMYIIICCTBEHHO TPOKCHMANbHbIE MEK(ATAHIOBBIC,
NACTHO-(PANAHIOBbIE N JIy4e3alACTHBIC CYCTaBbl.
Pexe nOpakaloTcs KPYIHbIE CYCTaBbl, a TAKKe 1H-
CTanbHbIC MEK(AIAHTOBBIE CYCTaBbl IIH CYCTaBbl
cron [32]. Y HeDONBLIIOro KOMIYecTBa MalHEHTOB
HA0M01aCTCA  OJIMIOAPTHKYJIAPHBI WM aCHMMET-
pHuHblii apTpuT. OIMrOapTPHT Hawe OOHApYKHBA-
etest v anTH-OJ-MOSHTHBHBIX MAUHEHTOB. Y 4acTH
NalHEHTOB BO3MOXKHO pa3sBUTHE CHHOBHTA, OKOJIO-
CYCTABHBIX KaIbUM(HKATOB HIH H30MTHPOBAHHOM
aprpatriy [32.33]. PacnpocTpaHeHHOCTh aHTHTEN K
LI v nausentos ¢ ACC ¢ aprputom koseOnercs
0T 3% 110 13.5%. Toraa kak PO MOxKHO 00HApYKHTb
v 31.5% naunentos [34.35]. ITauneHTsl ¢ aHTHTE-
aamu npotus LT noasep:keHbl pHCKY pa3sBUTHS
TsKEI0ro apTputa. TeueHne apTpHTa MOKET OT/IH-
yaThCs B 3aBHCHMOCTH OT BpeMeHH rosBieHus. Hce-
cre0oBaTeIH MPEANoNaralT, YTo eci apTpHT AB-
aseTcs 1eOI0THBIM [IPOSBACHHEM. OH OOBIYHO pas-
BHBACTCA 10 THNY PEBMAaTOMIHOrO apTpHTa € CHM-
METPHYHBIM H TOJHAPTHKYJIAPHBIM TIOPAKCHHEM,
HaTHYHEM PEBMATOHIHOrO (GakTopa H MpH3HAKaMH
3PO3HI NPH PEHTreHorpaduH, B TO BpeMs Kak 1o3a-
il APTPUT CKOpee HAMOMHHAET apTPHT MpH 3a00-
JICBAHHMAX COCAHHMTEIBHON TKaHH. Y HEKOTOPhIX
MalHEHTOB HEBEPHO AMATHOCTHPYETCSL PEBMATOMI-
Hblii apTpuT WM Apyrie 3a001eBaHHS COCAHHH-
TEJABLHOH TKaHH, OCOOEHHO B cly4asX H30JHPOBaH-
Horo apTputa. 60% NALHEHTOB C apTPANrHEH MoJy-
yaan XoTs Obl 0HH Oa3MCHBI NPOTHBOCMIATHTEIIb-
Hblii TIpenapar 0T CEPOHETATHBHOTO apTpHTa 10 1o-
CTaHOBKH OKOHuaTesbHoro anarnosa ACC. Y naum-
CHTOB C M30JHPOBAHHBIM apPTPHTOM CpeaHsis 3a-
Jep/KKa MOCTAHOBKH [HArHO3a HCK/IIOUMTEIBHO BbI-
COKa, 10CTHras ABYX JieT.

Denoven Peiino, auxopaoka u KodcHble CUMA-
mombt. PacnipoctpanenHocTh GeHoMena Pelino npu
ACC cocTasaser 8,7%-65%. ITokasaHo, 4To ¢eHo-
MeH Peitno aBasetcs HagaisHbiM cumnToMoM ACC
y 17% nauuenTos ¢ antiteaamn npotus Jo-1. Co-
obwanocs, yto geHomen PeiiHo uaule BCTpedaeTes
y MALHEHTOB C MOJMAPTPUTOM NO CPABHEHMIO C Na-
uMenTamu ¢ MHo3uToMm M/unn MJI3. B koropte an-
THCHHTETA3-110J0KUTE/IbHBIX NMAMEHTOB NOArPyINa
¢ anrutenamu nporuB PL-12 Hanbonee yacto cTpa-
aaia or deromena Pelino. Kanumnapockonus Hor-
TEBOI'0 J10%a — JTO HEHHBA3MBHBII METOX, MO3BO-
JSIOIHH BLISBIATH MUKPOBACKYJIAPHBIC MOPAKEHHS
NpH MEepPBUYHOM M BTOpHYHOM (eHomeHe Peiino.
AHOMaJINH KamuUISIPOCKONMMU HOTTEBOrO J10/Ka B
BHE TMIAHTCKMX KalvUIpoB, 6ECCOCYAMCTBIX 00-
N1acTeil, MUKPOKPOBOM3IMSHUI WM pa3BeTBICHHUI
HaOmogamucey y 62,1% naunentos ¢ ACC. Becco-
cyauctele obnacti, Habmogaemsie B 17,9%, ObutH
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csi3anbl ¢ (eHomeHoM PeiiHO, MHO3HTOM, aHTH-
SSA u anTu-Jo-1 anTurenamu. JIuxopaaku BCTpeya-
ercs y 25,5-60,9% mnauMcHTOB C ACC. JIuxopaika
npu ACC uarue accouunposana ¢ antu-PL-12.

«PyKka MeXaHHKa», THIIEPKEPATOTO3 C THIHYHOH
JOKaJIH3aLMeii ChINH Ha JIATOHHOH M GOKOBBIX CTO-
poHax KHCTEH W NajblLEB, ABNSETCS OIHHM U3 OTJIN-
ynresnsHbix npusHakoB ACC. OpHako OTJIMYHTH
«PYKY MEXaHHKa» OT JAPYrHX KOXHbIX 3a001¢BaHuii
cnoxHo [36]. PacnpocTpaHEHHOCTb «PYKH MEXaHH-
Ka» BapbupyeT oT 19% 1o 56,5% ciyyaes UBM.
Co0011aNn0ch, YTO «pyKa MEXaHHKa» Yallle BCTpeva-
eTcs y MAaUMEeHTOB ¢ aHTuTeNnamu mpotus Jo-1 no
CPaBHEHHIO C APYTMMH MOATHIAMH AHTHCHHTETa3.
TMopaxeHHs KOXH, Takue Kak namyisl [OTTpoHa,
reMOTPONHAs Cbillb, BHICHINAHHSA B 30HE IEKOIBTE,
06buHO Habmozaemble npu M, Takxe Habmona-
mmce y nauuerto ¢ ACC. 'ennoTpornHas Ceinb 4a-
1e perncTpUpOBANIAch Y MALMEHTOB ¢ aHTH-PL-7.

Cumnmonsl, He 8KIOYEHHbIE 8 Kpumepuu Kiac-
cugpuxayuy. TIoMMMO CHMNTOMOB, BK/IIOYEHHBIX B
KpuTepun knaccudukaumyu, y mnauuentos ¢ ACC
MOJKeT HabII01aThCsl IHPOKKH CIIEKTP APYrHX Npo-
sBaenuit. Yacto coobmaercs O IKEITyIOYHO-
KHLIEYHBIX CHMIMTOMAX, KOTOPbIE Yalle BCTPEHAIOT-
sl y nauuenToB ¢ antutenamu k PL-7 u PL12. To-
ka3aHo, uto 25% nauuentoB ¢ ACC cTpagarnT auc-
¢arueii, a y 19% BBIABISETCS PerypruTauns ms-3a
CHHKEHHS JABJEHHA HIDKHEro cMHKTepa NHILEBO-
na [37). Cunapom Cukka MoxeT nopaxaTte 33%
naupenToB ¢ ACC. OdTasbMONOrHYECKHE OCTIOK-
HEHM, TakHe KaK BacCKYJIMT CETYaTKW, MHTPapeTH-
HajlbHble KPOBOM3JIMAHMS, YTOJILIEHHE OKEITOro
NATHA M KIMHHYECKHE MPOSIBICHHS BHE3AMHOIO 3a-
TyMaHHWBaHMs 3peHHA, ObUTH 3aperMCTPHpOBAHBI Yy
nammenta ¢ ACC B anamuese [38]. Hepenkn Hecne-
uudUUecKHe CUMIITOMBI, TaKHe Kak obliee He0MOo-
ranne U noreps Beca [39]. Ilporpeccupytomas no-
YeyHas HEJOCTAaTOYHOCTb, apTepHalbHas TMIIEPTEH-
3us M TPOMBOTHUYECKAas MHKDPOAHTrHOMATHs Habiro-
JanuCch y aHTH-PL-7-MO3MTHBHOrO mMAalHEeHTOB C
ACC [40].

Cepae4HO-COCYAUCThIE NPOSABIEHUS TaKkKe MO-
ryT Bosuukath npu ACC. MuoKapauT MoxeT 6bITh
HAYyaJbHBLIM NPOABICHHEM WM Pa3BUBATHCA MO MEPE
nporpeccupoBaHus 3aboj€BaHusA, NPUBOAL K 3a-
cToiiHO# cepaeunoil HenoctaTounoctu [41]. Coob-
IANOCh O TNPEACEPAHON apuTMHUH, OJIOKaLe HOKEK
nyuka ['Mca, CHHYCOBOH TaXxWKapAMH WM Hapylle-
HMAX pernonspu3auny. PacnpocTpaHeHHOCTH NeEpH-
kapauta cocragnser 10,5-50%. Ha ocHoBaHuH 3X0-
kapaMorpadMu M KaTeTepu3aluM MNpaBbiX OTACIIOB
cepjila JleroyHas runepreHsus Oblia MoATBEPKACH
y 7,9% naunentoB ¢ ACC. [1oBbIILEHHbIC TPOTIOHH-
uet T u 1, Habnronaemere ipu ACC, mMoryT omn6o4-
HO yKa3piBaThb Ha OCTPBIH KOPOHApHBIH CHHAPOM.
[MopakeHns CepAeUHBIX KJaNaHOB PErHCTPUPYIOTCA
PENKO, HO B pslie Ciy4acB MOXET NoTpeGoBaThecs
3aMeHa KjanaHa.

Hcxo0 u npoznos. KyMynsaTuBHas JAECATHIETHAA

BBDKHBaeMOCTs manueHToB ¢ ACC  cocraBuna
76,8%, ONHAKO JaHHBIC BApbHPYIOTCS B 3aBHCHMO-
CTH OT HCCie0BanHs. OCHOBHBIC IIPHYMHBI CMEPTH
aHTH-JO-1-TIO3UTHBHBIX TALMEHTOB SB/SIOTCA HH-
TEePCTHUHANBHOE 3a60eBaHKe IETKHX, HOBOOGpPa30-
BAHHA, HMH(QEKIMOHHBIC 3a00JIEBaHHsA, BKIIOYAs
MHEBMOHMIO, THKEIbIH  MMO3BHT M CepAeYHO-
cocyaucTeie 3aboseBanus [42].

Puck noeoobpasoeanus. 3abonesaeMocTb pakoM
y nauunenToB ¢ ACC 10 koHUa He u3ydena. Yactora
HoBoOOpa3zoBanmii y nauuentos ¢ ACC He oTnuya-
nack ot 3aboneBaeMocTH, HabyiogaeMoil B obuieit
nomynsaund. Tem He MeHee, K HauGonee uvacto
Habn0naeMBIM HOBOOOPA3OBAHUSM Yy MALMEHTOB C
ACC oTHOCATCS paK JIETKHX, TOJICTOH KHUIKH, Tpy-
M, SIHYHUKOB H nededu [43]. HoBooGpasosauue
Habmonanock pexe, ecni ACC nposiBisiiachk JHXo0-
paaxoif, ¢penomenom Peitno, U3J1 u aprputom [44],
4TO MO3BOJIACT NPEAINOJIOKHTD, YTO Y MALMEHTOB C
BM tunuuubie npossiaexns ACC Moryt GbiTh 3a-
IMTHBIM (DPaKTOPOM, CHMIKAIOLINM BEPOSTHOCTb pa-
Ka.

Knunuveckue npoznocmuyeckue gaxmopwr. Tlo-
KHJION BO3pacT Ha MOMEHT IOCTAHOBKH J[HarHo3a,
TsKENN0e JierouHoe nopaxenue, M3J1 6e3 muosura,
paKk, NOpaXeHHe MHILIEBOJA M KaJIbLHHO3 ObLIH
onpeeneHsl Kak GakTopbl PUCKa TSHKEIOro TEYEHHS
ACC. Ouenka KT kapTuHbl HMeeT peluaioliee 3Ha-
YeHHE, TOCKOJbKY OObIYHAsS HHTEPCTHUHAIbHAS
MTHEBMOHHS aCCOLMHUPYETCS € XYALIUM [IPOCHO30M.
Hanpotus, apTpuT M MblinieyHas cnabocts HA MoO-
MEHT MOCTaHOBKM AMArHo3a CHWTaIHCh Giarompu-
ATHBIMH NIPOTHOCTHYECKHMH (haKTOpamH.

Ceponoeuneckue npocHocmuueckue @Gakmopbi.
[ToBbIlIeHHass KOHUEHTpauust GeppUTHHA B CBIBO-
poTke OblIa onmpeneneHa kak GakTop pucka TKeNo-
ro teueHuss ACC. CornacHo GONBIIHHCTBY HCCe-
nosaHu#, BebkuBaemocTh npu ACC He cBs3aHa c
THINOM AHTHCHHTETa3, OJHAKO €CTh IaHHbIE, YTO
npoduny autH-PL-7 1 antu-PL-12 cBsi3zaHsl ¢ Xya-
IIMM TIPOTHO30M. BOJBIUMHCTBO JIETAbHBIX HCXO-
J0B MPOM30LLIO B TEYEHHE MepBoro roxa 3abonepa-
HHS, U B OOMBIIHHCTBE CITy4aeB 3TO KacaltoCh MamH-
eHToB ¢ aHTH-PL-7. ¥V nauuenroB ¢ antu-PL-7 unu
aHTH-PL-12 U3J1 yamie npuBOAMT K JETaIbHOMY
MCXOJy MO CPaBHEHHIO C aHTH-Jo-1-mosnoxurens-
HbIMU naurentaMu ¢ M3J1. Oanako y MauMeHToB ¢
aHTHTENaMH npoTuB Jo-l1 peMuccHs MHO3HTa BO3-
HHMKaJIa peXE M Y HMX Yalle Pa3BHBAETCS PELMIMB,
4eM y MaLUMeHTOB C aHTUTenaMu npotus PL-7 u PL-
12. OnHOBpeMEHHOE BBIABJICHHE AHTHTEN TPOTHB
Jo-1 u npotns Ro52 Gbuio cBsizaHo ¢ Gosee BbICO-
KHM PHCKOM OOOCTPEHHS! MHO3HTa H apTpuTa, H TA-
xenoi ¢opmoit U3J1 M NOBBILIEHHBIM PHCKOM HO-
B0OOOpa30BaHHs.

O630p  603modcHocmeit  nevenus.  Tlockonbky
UBM sBnsiorcs pekMMH 3a00N€BaHHAMH, KpYII-
HBIX PaHIOMM3HPOBAHHBIX KOHTPOJIMPYEMBIX HC-
cnenoBanuit Her. Takum 00pa3oM, peKOMEHIALHH
T0 Tepan1H OCHOBAHBI HAa MCCIIEZ0BAHUSAX C OrPaHH-
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YCHHBIM YHCJIOM CJly4aeB, PETPOCTICKTHBHOM aHAH-
3¢ ¥ MHEHHsiX JKcrepToB. HecMOTps Ha 3HaumTenn-
HBIC KJIHHMYECKHE PA3NMYMsA MEXIY MOATHIIAMH
UBM, 6onblMHCTBO HCCMeN0BaHMil POBOINIOCH
Ha rpynne UBM B nenom. [is ouenky ¢ dextua-
HOCTH Pa3JIM4HbIX BAPHAHTOB JIeYEHUs HEOOXOAMMBI
PaHIOMH3HUPOBAHHBIC KOHTPOJILHBIE HCCIEA0BaHHs
B 60JIBIIKX rpynmax.

VK()pmllK()('mep(m()bl CUMTAIOTCA TEpamuel nep-
BOM JIMHUH Y NAUMEHTOB 0€3 MPOTHBONOKA3AHHIL.
OO6BIuHO Ha3HAYAECTCS NIEPOPAIBHBII TIPEIHU3OTOH B
HavanbHoH no3e 0,5-1 mr/kr/cyt. [lpu Taxkenom uin
MOJHOPraHHOM MHO3HTE JICYEHHE MOXHO HayaTh C
3-5 nHell BHYTPHBEHHOTO BBEJCHHS BBICOKHX 1103
METHINpeaHn300Ha B q03e 250-1000 Mr B cyTkH.
CraproBas Teparnus NpoAOITKaeTcss 06BIYHO B Teye-
HHe 4-12 Heaenb [0 Tex Nop, noka He OyaeT Habto-
NAThCs KIMHMYECKOE YIYJIIEHHE H CHU/KEHHE KOH-
UEHTpauHu KpeaTuH(ochHOKHHA3bL. 3aTeM 103y Mo-
CTENEHHO CHIKAKT Ha 20-25% B Mecsau 10 MWHHU-
MajJbHO HEOOXOAMMOHM moajepKMBaKOWEH 03B,
KOTOpasi OObIYHO COCTaBINSET MpuMepHo 5-10 mr
npejHU30Ha B aeHb [45]. Kpome Toro, Gbina npea-
JI0OXKEHA BBICOKOMO3HAS Tepanus NpeaHH30J0HOM 110
HHTEPMUTTHPYIOIIEH CXeMe 4yepes ieHb.

B Gonee jerkux ciay4asix MOHOTEpanus KOPTH-
KOCTEPOMAAMH 00€eCcreuuBaeT aJieKBaTHbI KOH-
Tposib 3aboJieBaHus, OQHAKO OOJIBLIMHCTBY NALMEH-
TOB TpeOyIOTCSH JOMOJHHUTENbHbIE MMMYHOIEMNpEC-
canTel. Bo MHOrMX ciy4asx 100aBIsIOTCS CTEpO-
niacoeperatonie areHTsl. COrnacHo JIMTEPATYPHBIM
JaHHbIM, 0o0see NOJOBHHBI MALUHEHTOB JieuaTcs
KoMOWHAIMEH CTEPOMIOB H APYTHX MMMYHOIEIpec-
caHToB. YacTo HaszHayauM Memompekcam, yuK-
noghochpanvud u  azamuonpun. Takke Ha3HAYAOT
,llllKO([)(lHOflaﬂl .\mri;emm, ITPOIMZISO.\I(L7ﬂplll?}lbl€
npenapamst u cyavghacarazun. Coobuwanock 00 uc-
MOJIb30BaHHH MHTHOWTOPOB KalbLWHEBPHHA, TAKHX
KaK YUKIOCNOPUH U MAKpOIUMyc, OJHAKO H3-3a ce-
PBE3HBIX MOOOUHBIX APHEKTOB MHTHOUTOPBI Kallb-
[HHEBPHHA OOBIYHO MPHMEHSIOT TOJIBKO Y pedpak-
TEpHBIX K JIeueHHo nanneHToB [46]. IManuentam ¢
pedpakTepHLIM MHO3HTOM TaK)Ke MOLYT OBbITh 10-
0aBneHbl OHONOTMYECKHE areHThl HIH BHYTPHBEH-
HbIH  MUMMYHOrNIOOYIHH. D¢GEKTHBHOCTL  CTEpO-
uacOeperawmMX NpenapaToB B rpynmne aHtH-Jo-1
Obina oueHeHa Kak 83,3% g wemompexcama n
72% anst azamuonpuma, COOTBETCTBEHHO. Mukoga-
Hoaama mogemua npuBen K yaydwieHuio y 57,1%
MAUHMEHTOB C MHO3HTOM, PE3UCTEHTHBIM K METO-
Tpekcary H asatHonpHHy. HecMoTps Ha MHOrooGe-
I@KIHE PETPOCTIEKTHBHBIE [aHHbIE, 100aBIEHHE
MeToTpeKcaTa MM LHKJIOCIOPHHA (OTAE/NbHO HiH B
KOMOHHANHH) K TEpaliH KOPTHKOCTEPOMAAMH He
IPUBENO K KIMHHYECKOMY YIYUYLIEHHIO B ABOHHOM
CJIEnoM  11/1a11e00-KOHTPOTHPYEMOM  PaH/I0MH3HPO-
BaHHOM HccileoBaHHH [47]. BHYTpUBEHHBIH UMMY-
HOrIOOY/HMH B 103€¢ | T/ Kr B Te4eHHe ABYX JAHEH B
MecsLl BBOAAT B pe(ppakTepHbIX ClyHasx H, Kak co-
ofaercs, ynydqwaT cocTosiHue y 69,2% naunes-



toB. BnaronpnstHbie 3Q(EKTbl BHYTPHBEHHOIO HM-
MYHOr100Y/IHHAa OTMEYCHBI B OTHOLLICHHH YIyHllie-
HHS MbILICYHOH CHibl. Tepanuio BHYTPHBEHHBIM
MMMYHOTI00Y/IHHOM CJlelyeT pacCMaTpHBaTh y na-
LUHEHTOB C 730arHToOM, MOCKONbKY HHQY3HA HMMY-
HOII00Y/IHHOB NPHBOAHAA K OOJICIYEHHIO CHMIITO-
MoB 330daruta y 90% nauHEeHTOB C MOPAKEHHEM
nuwesoaa, ces3andbiM ¢ ACC. TlauuenTs! ¢ acco-
unnpoBanHbiMi ¢ ACC WJI3 noasepikeHbl PHCKY
I7IOXOr0 OTBETa Ha MOHOTEPANHIO KOPTHKOCTEPOH-
sgamu. [To zanueim Cavagna et al., HH oguH M3 17
nauueHToB ¢ aHtu-Jo-1 anturenamu n M3J1 ne ot-
BETHJI HA MOHOTEpanuio npeaunsoHom [48]. Petpo-
CTIEKTHBHBII aHATH3 NOKa3al aHAJOrHYHYI0 (dek-
THBHOCTb a3aTHOMNPHHA, MUKO(DaHoNaTa MOdeTHIA H
unknodochamiia B OTHOLEHHH YITydIUEHHs Tiopa-
KCHMA JIETKHX H CHIDKCHHSA J103b]l CTEPOHIOB y na-
uneHToB ¢ [TM/JIM. M azatuomnpus, H MukopaHona-
Ta ModeTia okazamuck dpdekTHBHbIMU NpH HBM-
accounnpoBaunbix H3JI. Cpean nauuentoB ¢ ACC-
accounupoBanHbiMn M3JT 89.4% nokazann >¢dek-
THBHOCTb OT MH(Y3Hil unkiodochamuaa. ddpdek-
THBHOCTb LHKJIOCMOpPHHA OblIa TMOATBEPXKIEHA B
KOrOpTe YCTO/4MBBIX K CTepoMaaM aHTH-Jo-1-
NO3HTHBHLIX nauueHtoB ¢ MJI3. 3HauurtensHoe
YAYHILICHHE JIEFOYHOI QYHKLIHH M MBILLIEYHOI CHIIbI
ObI;I0 TAK/KE OMHCAHO Y MNAaLHEHTOB, MPOIEYEHHBIX
TakpouMmycom [49].
buoaoouveckue acenmeol. PuTykcHMad sBisieTcst
MHOrooOeLIaoHM BapHaHTOM JiedeHHus pedpak-
TEPHOro MHO3MTa, accoluHpoBaHHoro ¢ M3JI [50].
[MokaszaHo, 4To Ha ()OHE JeYeHHs PUTYKCHMaBOM
nokazatenn PXKEJI, OOBI u DLCO yBeanunnucey
Ha 24%. 22% u 17% COOTBETCTBEHHO, B TO BpeMs
KaK cTeneHb nopaxkeHus Jjerkux npu KT Beicokoro
pa3penieHHst cHH3Maach Ha 34%. Bwulo oTMeueHo
YBE/IMYEHHE OOLIEH EeMKOCTH JIerKMX, a TaKke
yay4duiense DLco uepes tpu roaa. lobasnenue pu-
TYKCHMa0a 1103BOJIHIIO CHU3HTB 03y NPEAHH30JI0Ha
no4yTH BABOE. bBblna oTMeyeHa BbICOKas pacnpo-

CTPAHEHHOCTb KHU3HEYTPOXKAIOWIMX HWHOEKIMH B
rpynne nauueHtoB ¢ ACC, nojyqaBIiMX PHTYKCH-
Mab. XoTs HHPekunu ObUIM OCHOBHOH MPHYMHOI
CMEPTH Y 3THX NaUHEHTOB, OOIIMH yPOBEHb CMEPT-
HOCTH OblJI COMOCTaBHM B I'PYNINax MalMEHTOB, I10-
Ny4aBLIMX H HE MNOJyYaBUIHX PHUTYyKcHMab. B muc-
cnenoBaHu «PHTykcHMad nmpH MHO3HMTE» CpaBHH-
Banach YQ(PEKTHBHOCTh PHUTYKCHMaba y MalEeHTOB
¢ UBM, pe3ucTeHTHBIMH K CTEpOHAAM W, MO Kpai-
HeH Mepe, K OJHOMY JIPYroMy HMMYHOAENPEeCCHB-
HOMY Mpernapary, B 3aBUCHMMOCTH OT BPEMEHH BBe-
nenus putykcumaba. ¥V 83% mnanmenTtoB Ha doue
Tepaniu PHTYKCHMaOOM COCTOSIHHE YJyYLIHJIOCH.
CrnexyeT non4epkHyTh, YTO NMAUMEHThl C aHTHTeNa-
MH Kk Mi-2 putykcumab nokasan Gonburyio 3¢ dek-
THBHOCTb. D(PPEKTHBHOCTb APYTrHX OHOJOTMYECKHX
areHTOB MEHEE H3yueHa.

3akmouenne. ACC — peakoe H reTeporeHHoe
3a00J1eBaHHE C MHOXXECTBOM KIWHMYECKHX TPOSB-
aenuit. CylllecTBYIOIIME B HACTOsLUEE BpeMs Kiac-
cHUKAUMOHHBIE KPUTEPHH HE MOJHOCTHIO COOTBET-
CTBYIOT KJIMHHMYECKOH KkapTuHe 3abonmeBanus. Kax-
Oblil MalMEHT C MOATBEPXKICHHBIM HAIHYHEM aH-
THCHHTETa3 M XOTA Obl OJHHM CHMIITOMOM, Xapak-
tepubIM Ui ACC, nomkeH ocraBarbesi MO J0Jro-
CPOYHBIM ~ MEXKAHCUHIUTHHADHBIM  HaOJIOJCHHEM.
Onpenenenne ocHOBHbIX kputepueB ACC sBisetcs
NPUOPHTETHOH 3ajadel HMcclefoBarTeneil U UMeer
pelaroniee 3Ha4eHHEe 1A NPaBHIIbHOH IHMAarHOCTH-
ku. [IlpennonoxurensHo, muorue cimyyan ACC
OCTaKTCA AHarHOCTHPOBAHHBIMH. AKTHBHOE MEX-
JMCUHMIUIMHADHOE COTPYIHHYECTBO MHOIMX MeEIH-
UMHCKHMX CMELIHATHCTOB (PEBMATOIOrOB, MyJIbMOHO-
JI0TOB, OEPMATOJIOrOB, PaJHOJIOTOB) MPHUBOAMT K
CHHKEHMIO  KOJIMYECTBA  HEIMarHOCTMPOBAHHBIX
ciy4aeB. bonee Toro, ACC mo-npexHeMy ocTaercs
MaJIOM3BECTHBIM COCTOSIHHEM CPEAH MPAKTHKYOILIUX
Bpayeit. OyeHb BaXKHO MOBBILATH OCBEJOMIICHHOCTD
06 TOM peskoM CHHIApPOME.
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Summary. Antisynthetase syndrome is a rare autoimmune disorder associated with inflammatory myopa-
thy, arthritis, interstitial lung disease, fever, Raynaud's phenomenon, and a mechanic's hand. Antisynthetase
syndrome is associated with the production of antisynthetase antibodies, which are involved in the pathogen-
esis of muscle and lung injury; their presence correlates with disease activity. Review presents the latest data
on the epidemiology, pathogenesis, clinical manifestations and treatment of this rare rheumatic disease.
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