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Toaumuosum (ITM) u depmamomuozum (M) — aymoummyHHble 3a001e6aHUS CKEACMHOU MYCKYAAMYPbl HEU3BECIHOU SMUOA0UU, KOMO-
pble OMHOCAMCSA K CUCMEMHbIM 3A001e8AHUAM COCOUHUMENbHOU MKAHU U 006e0UHAIOMCS 00UUM MEePMUHOM — <UOUONAMUYECKUE 60CNAAU~
menvuvle muonamuu». Haubosee msceavim noomunom [IM/JIM seasemces anmucunmemasHwlii CUHOPOM, XapaKmepusyouulics onpede-
JNEHHBIM CUMMOMOKOMAACKCOM, 8 MOM YUCAe UHMEPCMUUUANbHIM NOPANCCHUEM Ne2KUX, KOMOPOe OMHOCIM K YUCAY Hauboaee Yacmoix 6U-
cuepanvhvix usmenenuil. [lpedcmaesasiom unmepec 0Co6eHHOCMU AHMUCUHMEMA3H020 CUHOPOMA, e20 0eboma, meueHus: U N1e20HbIX NPOos6-
AeHull cuHopoma ubposupyroueco arveeoauma 6 omaudue om kaaccuveckoeo mevenusi IIM/JIM. Ilpusodsmes déa kaunuueckux Habarode-
HUsl GHMUCUHIMEMA3H020 CUHOPOMA.
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ANTISYNTHETASE SYNDROME IS THE MOST SEVERE SUBTYPE OF POLYMYOSITIS/DERMATOMYOSITIS:
DESCRIPTION OF CASES
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Polymyositis (PM) and dermatomyositis (DM) are autoimmune skeletal muscle diseases of unknown etiology, which are referred to as systemic
connective tissue diseases and united under the common term Tidiopathic inflammatory myopathiesY. The most severe subtype of PM/DM is
the antisynthetase syndrome that is characterized by a certain sympathocomplex, including interstitial lung lesion that is one of the most com-
mon visceral changes. Of interest are the specific features of the antisynthetase syndrome, its onset, the course and pulmonary manifestations
of fibrosing alveolitis, unlike the classical course of PM/DM. Two clinical cases of the antisynthetase syndrome are given.
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IMomumuosur (ITM) u nepmatomuo3ut (JAM) — ayto- OCHOBY JIEYEHHUSI COCTAaBJSIOT TJIIOKOKOPTUKOWJIBI
VMMYHHBbIE 3a00JIeBaHUS CKEJIETHOW MYCKYJIAaTypbl HEU3- (I'K) B anexBaTHO# 103e (He MeHee | MT/KT/cyT) B Teue-
BECTHOIM 3TUOJIOTUU, KOTOPbIE OTHOCSITCS K CUCTEMHBIM HUE He MeHee 2,5—3 MecC C MeUIEHHBIM TOCJIeIYIOIIUM
3a00JIEBaHUSIM COSAUHUTENbHON TKAHU U OObEIUHSIIOTCS CHIXXEHUMEM MTO3bI 10 noanepxuBawiieil [1—4]. Pannee
00IIMM TEPMUHOM — UAMOTNATUYECKHE BOCITATUTEIbHbBIC Hayajo JIeYEHUs acCOLUUPYETCs ¢ Oosiee OIaronpusiT-
muonatuu (MBM) [1-3]. HBIM TIporHo3oMm. IlpemnaparaMmu BTOpPOro psija cuuTa-

Benymum knmmHuvyeckum mposisieHuem [TM/IIM IOTCSI UMMYHOCYTIPECCAHTBI (METOTPEKCAT, a3aTUOIPUH,
SABJISIETCS CUMMETPUYHAS CJabO0CTh MPOKCUMAaTbHBIX nukJiocnopuH A, modetuna mukodeHosar). [Mpenapa-
OTHEJIOB MBIIIL KOHEYHOCTE, CBSI3aHHAsl C ayTOUM- TOM BBIOOpA MPU Pa3BUTUU UHTEPCTULIMATIBHOTO JIETOY-
MYHHBIM BOCITaJIeHMEM MOMNEPEeYHOl I0J0caTO Myc- Horo ¢ubposa sBiasteTca unkinodochamun (LID).
KyJnaTypbl. B TaxkenbIix ciaydasx OOJbHOW HE MOXET [TopaxeHue nbIxaTeIbHOM CUCTEMBI OTHOCST K YUCTY
BCTaTh CAMOCTOSITEIBHO C KPOBAaTHU, OTOPBATh TOJIOBY OT Hauboyiee 4YacThX BUCUEPAIbHBIX W3MEHEHUN MpuU
noaymku. [1pu mopakeHUU MbIIIL TJIOTKWA, TOPTaHU U I[IM/IOM (45—-90% GonbHbix) [4]. TlepBble pabOTHI, Kaca-
BEpXHEU TpeTH MUIIEBOAA Pa3BUBAIOTCS AUCHOHUS U fommuecs atojornu Jerkux npu [IM/IIM, oTHOCSTCST K
nucdarusa. B cayyae M HabaomaloTcsd TUIIAYHAS 1940 1, xkorma P. O'Learyn m M. Waisman [5] ormcanu
KOXHas MaToJIOTUSI, TeIMOTPONHBIN MapaopOUTaTbHBIN cllyyad acnUpallMOHHOW MHEBMOHUU y OOJIbHBIX JIM.
OTeK, a TaKXe IMIeJYUIeHWEe U TPEIIMHBI Ha KOXe JIalo- B nanbHeleM NosIBUINCH COOOLIEHWS U O IPYTUX Bapy-
He#l Mo TUuMy «pyku mexaHuka» [1—3]. aHTax rmopaxeHus Jierkux npu MUBM, Hanbosee TsKeabim

JlabopaTopHO-MHCTPYMEHTATbHBIMU TTOKA3aTEISIMU U3 KOTOPBIX SIBJISIETCSI MHTEPCTULMATIbHAS OOJIE3Hb Jie-
MBILIEYHOTO TTOBPEXICHUS SBJISIIOTCS BBICOKMI YPOBEHbD rouynoit Tkanu (MBJI). Camoe ormacHoe U MPOrHOCTUYE-
cbiBopoTouHOl KpeatnHbochoknuassl (KDK) n xapak- CKU HEOJaronpusiTHOE €€ MPOSIBIEHUE — CUHIAPOM (bubd-
TepHBIE JJIS1 BOCTIAJIUTEIbHOM MUOTIATUM U3MEHEHUST TP posupyioiero anbeosuta (CDA) [4, 6].
3JIEKTPOMUOTpaUIECKOM UCCIEIOBAHUN C UTOJbYaThI- TpynHocTh cBoeBpeMeHHOU nuarHoctuku COA
MU aekTpofamu (u-OMI) [1-3]. npu [IM/JIM cBsi3aHa ¢ ero CXOACTBOM C UAMOIATUIE-
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CKUM (ubposupylomum ajabppeoauToM (MPA). Psan nc-
cleoBaTes el BBIASISIOT O XapaKTepy TedeHus 3 ¢pop-
mbl UBJI ipu [IM/JAM [4]. I1pu oaHoit hopme mopa-
JK€HHUE JITKMX IPOTeKaeT MO TUITY OBICTPO IPOrpeccu-
pytomero M®A (cungpom XammeHa—Puda): ocTpo mo-
SIBJISIOTCS HETPONYKTUBHBIM Kalllelb, BbIpaxkeHHast
OJIBIIIIKA, JIUXOPaaKa; MpU 3TOM CUMIITOMBI MUO3UTa
OCTAalOTCSI Ha BTOPOM IUIaHE MJIM OTCYTCTBYIOT. [lpu
npyroii ¢hoopme 0OJIE3Hb pa3BUMBAeTCs MeMJIEHHee, Ma-
HUbECTUPYeT ONBIIIKONM MPU HAarpy3Ke, MHOTAA — He-
MPONYKTUBHBIM KaluieM. Takue MpOSIBIEHUS MOIYT
MpenIecTBOBaTh Havyajly MHUO3MTAa, BO3HUKATh OJHO-
BpPeMEHHO ¢ HUM uiM 1o3xe. [Ipu Tpetbeit ppme HeT
BBIPAXKEHHON KJIMHUYECKM JIETOYHOM CUMITOMATHKMU,
OJIHAKO OOHAPYXMBAIOTCS M3MEHEHMS IPU PEHTIeHO-
JIOTUYECKOM U (PYHKIMOHAJBHOM HMCCJICIOBAaHUU JIET-
KX, KoMnbloTepHoit Tomorpacduu (KT).

[MaTonorus Jierkux — BemyIIMii KOMIIOHEHT aHTH-
CHHTETa3HOI0 CHHApPOMA, KOTOPBIN SIBJIsIeTCsS Hauboliee
TSDKEJIBIM M IIPOTHOCTMYECKU He01aronpusTHIM MOITH -
nom [IM/JIM [4] 1, mOMUMO MHUO3UTa, XapaKTePU3yeTCst
OCTPBIM HayajioM, JIUXOPaJKOM, MopaxkKeHWeM KOXMU Jia-
JIOHE M TalibLeB Mo TUMY «pyKU MexaHukKa» (puc. 1),
(benHomeHoM PeitHO, HE3pO3MBHIM apTPUTOM WJIU apT-
panrusiMu. J1eOloTUpyeT NMPerMYIIeCTBEHHO B BECEHHUI
nepuof. Takue MaueHThl OObIYHO PE3UCTEHTHBI K Tpa-
JIUIIMOHHOM Tepanuu, y HUX BBICOK PUCK 000CTPEHMI Ha
¢oHe cHukeHus no3bl 'K.

Bo Bropoii nosnoBuHe XX Beka I10Ka3aHO, YTO IpU
MBM HabnonaTcsl accouyaliy OnpeneJeHHOro CuM-
NTOMOKOMILIEKCA C PSIOM MMMYHOJOTHYECKUX MapKe-
poB — MuosutTcneuuduueckumu anruteaamu (MCA) u
yt0 pazpute [IM/[IM CBsSI3aHO C CMHTE30M LIEJIOr0O «Ce-
MeICTBa» ayTOaHTUTEJ, HAaIlpaBJIeHHbIX K IIUTOIIa3MaTH -
yecKuM OejKkaM U pUOOHYKJIEMHOBBIM Kuciaotam. MCA
onpenensitorcss y 50% 6onbubix [IM/JIM. BoisBieHue
MCA accouuupoBaHO ¢ ONpeneJeHHbIMU KJIMHUKO-UM-
MYHOJIOTUYECKMMU TioAarpynmnamu [7]. Hanbonbimumii uH-
Tepec MPEACTABIISICT IPYyIIIa O0JbHBIX C AHTUCUHTETA3HbI -
MU aHTUTeNaMu (aHTuTenaMu K amuHoauwi-PHK-cun-
TeTazaM), K YMCYy KOTOPBIX OTHOCST aHTH-Jo 1-aHTHUTENA.
Torma e mosIBUJIMCH TIePBbIE ONMKMCAHUSI TTALIMEHTOB C BbI-
COKMMM TUTpaMU aHTU-Jo l-aHTUTeN, MaHMpecTaluei
0O0JIC3HU JIETOYHOI CMMIITOMATUKOM M BBICOKOIA JIeTajIb-
HOCTBIO, CBS3aHHOM € IbIXaTeIbHON HEIOCTaATOUHOCTHIO,
pe3ucteHTHO! K Tepanuu 'K [8, 9]. Mi3BecTHBI U npyrue
aHnTucuHTeTasHble anturena (PL 7, PL 12, KS, OJ, EJ),
BCTpevaolluecs pexe U MeHee u3ydyeHHble. B mociaentue
ronbl OIMCAaHbl HOBBIE AHTMCHUHTETAa3HbIC aHTUTEJIA.
[10—12]. B 3apybexxHoii 1uTepaType MoCaeIHUX JIeT MO~
TBEPXKIAeTCs BbIcOKast yacTora (10 95%) UBJI y 601bHbBIX
C aHTMCUHTETa3HBbIMM aHTUTelaMu. OQHAKO IaTOreHe-
TUYECKOE M TIPOrHOCTMYECKOE 3HAYeHUe 3TUX (aKTOPOB
YETKO He OINpeesieHO.

IIpencraBisgioT UHTEpEC M OCOOEHHOCTH KJIMHUYE-
CKOTO Ae0l0Ta aHTUCUHTETa3HOTO CHHAPOMA C IPOSIBIIE-

HussMu CDA B OTIIMYME OT KJIACCHYECKOU MaHU(eCcTalnn
00JIe3HU KOXHBIM WM MBILIEYHBIM CUHApOMOM [13, 14].

IIpuBoauM coOCTBeHHBIE HAOMIOAEHUS 2 OOJBHBIX C
AHTUCUHTETA3HBIM CUHAPOMOM.

boavnaa IIl., 54 rem, naxodusaco nod HabAOOeHUEM 6
HHUHU peemamonoeuu c aueaps 2007 e. ¢ duaeno3om: depma-
momuo3um, ocmpoe meuerue (MPOKCUMANbHAS MblUEHHAS
crabocms, auxopadka, napaopoumanbHblil Omex, spumema
Tommpona Had nscmuo-garaneosvimMu U N10KMEGLIMU CYC-
masamu, OUCGOoHUS, «PYKA MEXAHUKA» , UHMeEPCIULUANbHOE
nopasicenue neekux, noguvluienue yposns KOK, munuunsie
uzmenenuss IMT).

Ilpu nocmynaenuu — xncanobvl Ha 00bIUKY NPU MUHU-
ManbHOI Haepy3Ke, CYXoll Kauleab, 0OCUNAOCMb 2040¢d, mpyo-
HOCMb NPU 8CMABAHUU U3 NOAOJICEHUS] HA KOPMOYKAX, CHU-
JceHue maccol meaa Ha 3 Ke 3a mecsy, 601e3HeHHble mpeuju-
Hbl HA KOJICe nanbyes, Aa00HsX.

Anamnes: caumaem cebs 6oavrHoil ¢ nema 20006 2., koeda
nociae cmpecca nosi8UAUCH YMOMALEMOCMb U NApaopouman-
Hblll omek; ¢ Hosops 2006 e. — Gone3nerHble MpeujuHsl Ha
AAOOHAX U NAAbUAX Kucmell («pyKa MeXaHuka»), HesapKast
apumema lommpora HAd 10KMesbIMU CYCMABAMU, IPUMEMA
Ha 10Y, 8 30He «deKkoabme». JleueHue: MeCMHO MA3U HA OCHO-
6e I'K c kpamkospemeHHbIM 3¢hpeKmom.

C dekabps 2006 e. — peskoe yxyouieHue cOCMOIHUSA: AU~
xopadka, o0bluiKa, cyxoil Kauleab. Aumubuomuxomepanus
(amokcuyunnun) He danra aghgexma. Hapacmana ooviuika,
NOABUAUCH APMPANCUU, YMEPEHHO BbIPANCCHHAS MblUeHHAS
crabocms. [ocnumanusupogana no Mecmy Jcumenbcmea ¢

Puc. 1. «Pyka mexanuka»
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duaernozom 0sycmopoHHeill nnesmonuu. Ilpu obcredosanuu:
Hb 136 ¢/n; COD 26 mm/u, KPK 275 Ed/a (nopma 00195
Ed/n), ACT 44 Eo/a, AJIT 48 Ed/a. Kpenumayus é nHudichux
omdenax neekux. Broeb nposedena anmubaxmepuanvHas
mepanus (yunpoghroxcayurn 800 me/cym No§), no makaice
6e3 agpgpexma. Koucyaomupoeana ¢ HHHU peemamonoeuu.
Ha ocnosanuu kaunuko-1a60pamopHoill KapmuHsl U OAHHbIX
u-9MT (mekyujee eocnanrenue mvluleMHOU MKAHU) OUAeHO-
cmuposan JIM, anmucunmemasnwiit cunopom [16, 17]. HUn-
mepcmuyuansioe nopadxcerue neekux (COA) noomeepicoero
npu KT: 6 obeux HusCHUX 004X — peMUKYAAPHble UHmMep-
CMULUUANbHbIEe UBMEHEHUs. 8 8Ude epy00e0 YMOAWEHUs MeiC-
001bK08bIX NEPe20po0oK, YMOAUeHUe UeHMPAAbHO0 UHmMep-
CMUYUs, YHACMKU CHUNICEHUS NPO3DAYHOCMU NO MUNY <Ma-
mogozo cmekaa»; XKEJI 87,6%; DLCO 66,2%. Oonaxo an-
mumena K Jo 1 ne evisgnenvl. Hasznauen npeonu3onoH per os 6
dose 70 me/cym Ha 3 mec ¢ nocaedyrouum MeoneHHbIM CHU-
JceHuem 003bl U BHYmMpuseHHoe 8gedeHue yukaopocpomuda
1000 me/mec. Ommeuena nosoxcumensHas OUHAMUKA: HAPA-
cmaHue MoluedHoU cuavl, Hopmaausayus yposrs K®OK,
YmeHbuteHue ooviwku. Ilayuenmka eeprynace Kk pabome.
IIpu o6caedosanuu uepes 1 200 Habarodasace noaoICUmMeNb-
Has dunamuka no oanHoim KT: ymenvuiernue oughgysnuix au-
HEUHbIX U PeMUKYAAPHbIX UHMePCMULUANLHBIX UBMeHeHUI,
UeHMPAAbHbLI UHMEPCMUYULL He YMOAUeH, YAyHueHUue NOKd-
3ameneil PYHKUUOHANbHBIX AecouHbix mecmos: 2KEJT 93,3%,
DLCO 63,2%. Jlo3a npednu30a0Ha K 23momy épemenu cocma-
easna 10 me/cym, npodoadicanrace mepanus yukaogochamu-
dom 6 npedicreli do3e.

B konue anpena 2008 e. nepenecaa OPBH ¢ nocaedyro-
wum obocmpenuem boaesnu. Ha nepeolil naan 6 kaunuueckoi
Kapmune @vixoduna aecounas cumnmomamura 6 eude CPA:
Hapacmarwas 8vipajicentas 00bluKa, NosvluleHue memne-
pamypsl meaa do 39 °C, kpenumayus 6 HUICHUX OmOenax
oboux neexux. Ilpu KT neekux ommeuasuco napacmauue
Jugghysnoeo unmepcmuyuarbHo20 npoyecca, pacnpocmpa-
HeHHble 30Hbl CHUINICEHUS 8030YWHOCU HO MUNY <MAMOB0O20

Puc. 2. Peemamoudonodobnas kucms (cundpom Kaky)

cmekaa». Motweunas cuna u yposenvs KOK ocmasanuce Hop-
manvHoiMu. [Ipu ocmompe obpaujano Ha cebs 6HUMAHUe HA-
AuHue pe3Ko 001e3HeHHbIX Mpeuut Ha AA00HAX U NaAbUax He
mMoabKo Kucmelil («<pyKa Mexanuka»), Ho u cmon (!).

K coorcanenuro, nosvienue nepopanvroii dozvl I'K do
70 me/cym (u3 pacuema 1 me/ke 6 cymku), nookaroueHue
nyavc-mepanuu 'K ¢ yukaogocgpamudom 1000 me/mec, ko-
MOopblil 3amem OMMeHeH 8 C8A3U C CONYMCmayrujeil UHpex -
yueil, He NPUHECAO JHCeAAeMbIX Pe3yAbmamos, U NauyUeHmKa
noeubaa u3-3a HEyKAOHHO Npocpeccupylowjell, pe3ucmern-
Holl kK mepanuu dvixamenbroil Hedocmamournocmu. [lamono-
20aHamomu4eckoe uccaedoeanue He npogoouaoCy.

boavnas A., 47 rem, nabarodaemcs 6 HUH peemamono-
euu ¢ 1998 e. 3abonsesanue nauanoch ¢ obujeil crabocmu,
ymomagemocmu, 00blUWKU, aApmpaneuti MeaKux cycmagoe
Kucmeiti, nepuodu4ecku 803HUKAAA AUXOPAOKA.

B anamnuese: gpomodepmamum 6 meuenue psoa rem. C
1996 e. nocae osapusxkmomuu (Kucma) pazeuauch apmpumol
MeaKux, 3amem KPYRHbIX CyCmaeos, Auxopaoka, noxyoanue,
muaneuu, ycunenue gomodepmamuma, COD 56 mm/4, pee-
mamoudnuiii hakmop (PD) 1/640. uaenocmuposan pesma-
MOUOHbLI apmpum, npogooUAach mepanus MemompeKcamom
7,5 me/ned, npednusononom 20 me/cym ¢ nocaeoyouuM cHu-
JceHuem 003vl 00 5 me/cym, naasmaghepe3om, 00HAKO 3¢h-
thexm 6Ovin kpamiospemennoim. B 1999 o. camocmoamensvro
OMMeHUAa mepanuio u3-3a HeagghekmusHocmu, npu dmom
COXPAHAAUCH CYCMABHOU CUHOPOM, AUXOPAOKA, YMPEHHAs
ckosannocmy. B 2000 e. evisienenvt anemus (Hb 89 /1), LE-
Kaemku, anmunykaeaphvlii pakmop (AH®), umo npu om-
cymemeuu 3po3ueHo20 Npoyecca Ha peHmeeHoepammax Kuc-
meii u cmon no38oaun0 Nepecmompems OUACHO3 8 NOAb3Y CUC-
memHoll KpacHoii éoruanku. Hasnauenvt npeonuzonon 40—30
me/cym, deaaeun 250 me/cym. Ha smom ¢pone coxpansnuce
obuwas caabocmo, muaneuu, cyogeopusumem. C 2001 e. —
omex Auya, 20AeHell, Hapacmanue MulUe4Hol caabocmu npu
Hopmansiom yposne KOK. B 2005—2007 ee., necmomps Ha
nocmosunuiil npuem IT'K 6 doze 10—20 me/cym, coxpansaiucey
cyogedbpurumem, apmpaneuu, oouas
crabocms,  NOCMOSAHHO — GbIAGAANCA
AHD (pazauunvii mun ceeuenus). C
2006 o. — 3nu3006 auxopadxku 0o
39,0—40,0°C. C 2007 e. — Hapacmanue
NPOKCUMANBHOU MblieHHOIl crabocmu,
00blUKA, NApaopoUmManbHulii omex,
apumema lommpona Had sokmesgvimu,
NACMHO-(ANAH208bIMU  CYCMABAMU,
«pyKa Mexamuxa», @eromeHn Peiito.
IIpu eocnumanuzayuu 6 2007 e. 8vis6-
JNeHbl: KaAbyUHam npasoil 1200U4HOU
obaacmu, cundpom XKaky (puc. 2);
Kpenumauusi 8 HUMICHUX omoeaax oo6oux
aeexkux. B ananuzax kpoeu — noswiuie-
Hue yposrs KOK do 2726 Ed/a (nopma
24—195), AJIT 165 Eo/a, ACT 156
Ed/a, JIAT 1209 (nopma 225—450), Hb
134 2/a, COD 15 mm/u, Kpuoerobyaumbvi
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+4, PO 1/160, AH® 1/320 sp, a-Scl-70 omp., a-RNP (+),
anmu-Jo 1 100,9 Ed/ma (nopma do 25,0), CPb 0,4 me/%.
Ilpu KT epyonoii kaemku onpedessinuco pacnpocmpaneHHble
deycmoponHtue oupgy3nvie UHMEPCMUUUANbHbIE U3MEHEHUs
6 HUIICHUX 0MOenax neeKux Ha goue oupgy3noeo cHuiceHus
6o3dywnocmu («mamosoe cmekno»). XKEJ 79%, DLCO
48%. Knunuko-arabopamopras KapmuHa coomeemcmeosand
duaenoszy JIM ocmpoeo mewerusi ¢ GHMUCUHIMEMA3HbIM CUH-
dpomom. Ilpogedena nysvc-mepanus: memunped 1000 me 6/6
3 0ua + yuxaogocpan 1000 me 1 denwv, nepopanvras doza I'K
nosviwena do 50 me/cym. Ha cone mepanuu ommeuanucsy
Hapacmatie Molule4HOl CUAbl, YMEHbUeHUe 00bIUKU, HOPMA-
auzayus yposus KOK u chusicenue yposrs anmu-Jo 1-anmu-
men do 77,6 En/ma.

IIpu cnuxcenuu 0ozt I'K do 10 me/cym uepes 8 mec mepa-
nuu Habarodasucy Heboavuloe yeeauuerue cooepucanus KOK
do 400 Ed/n, ymepennas mvluieuHas caabocmn, 8 mo jice epe-
ms npu KT neekux evisa61eHa 8bipadiceHHAs: OMpPULamensHas
dunamura (puc. 3, a, 6): Hapacmarue u KoHcoaudayus puo-
PO3HBIX 30H 6 0A3ANbHbIX CE2MEHMAX HUNICHUX 0oneil; epydbie
dgycmoponHue uOpo3Hvle UMEHEeHUs, COXPAHSIAUCL 0OUUp-
Hble 30Hbl GbIPANCEHHORO CHUICEHUS GO30YUMHOCMU NO MUNY
«mamoeoeo cmekaa». Jloza I'K 6énoeb noswiuiera 0o 40 me/cym,
yurnogocpamuda — do 1600 me/mec (no 800 me 6 2 Hed).

B 2008 2. npu naanosom 06credosanuu OUHAMUKQ pacye-
HeHa Kak noaroxcumenvhas (Hopmanusayus yposus KOK u
anmu-Jo 1-anmumen do 9,5 Ed/n), Ho Hedocmamounas, max
KaK COXPAHAAUCL UHMEPCMUUUANbHbIE USMEHEHUS N0 MUNY
«Mamogoco cmekaa», no danunvim KT neexux, napacmanu
npusHaxku guoposa (opmuposanue «comosoeo neekoeo»). K
mepanuu dobasaen mogpemuna muxogpernonam 500 me/cym c
nocmeneHHbsIM nNoGbluleHUeM 003bl 00 2,5 e/cym.

K 2009 e. cocmosanue ocmaemcs cmaduabHbIM, COXPAHS-
omest cAabo 8bIPANCEHHAs KPENUMAUUSL 8 HUNICHUX 0moenax
AeeKkux, boavule cnpasa, 00biKa npu ymepeHHoll pusuue-
ckoil Haepyske. Ilpu KT neekux — ymeHvuleHue unmepcmu-
YUANbHbIX UsMeHeHUl. B nacmosuee epems mepanus yukao-
gocpanom, moghemuna mukoghenoramom npoooaicaemcs.

DTU KIMHUYECKUE TIPUMEPhl O0beIUHSICT HaJUUYKe
KJIaCCUYECKOTO CUMIITOMOKOMILIEKCA, XapaKTepHOro
JUISI aHTUCUHTETa3HOTo cuHApoMa. OHAKO eCliM B Iep-
BOM cCJlyyae He3HaUYUTEJbHOE CHUKEHME MBIIIICYHOM CH-
JIbI, MUHUMaJibHOe ToBbiieHue ypoBHss K®K mnpu ot-
CYTCTBUM aHTU-Jo 1-aHTUTEN (YTO HE UCKIIOYaeT BO3-
MOKHOCTH HAJIMYMSI IPYTUX AHTUCUHTETA3HbBIX AHTUTEN)
COYETaJIOCh C PE3MCTEHTHOCTHIO K IPOBOIMMOI Tepa-
I1H, TO BO BTOPOM — BBISIBJICHBI BBICOKHE TUTPHI aHTH -
Jo 1-aHTUTEN, YPOBEHb KOTOPBIX KOPPEJMPOBAJI C aK-
TUBHOCTBIO JIETOYHOI MaTOJOTUH, IIPU 3TOM HaOJIroma-
cs 9pPekT JeueHust (XOTs U He TTOJHBI).

B 3apybexHoil uTepatype MOXHO BCTPETUTh OIM-
caHue CXOOHBIX ciaydaeB [14], korna aHTu-Jo 1-aHTUTE-
JIa BBISIBJISLIMCH Y OOJIBHBIX CO CTAOMIBHBIM COCTOSTHUEM
WA C MOJOXWUTENbHON NMHAMMKOM IOKa3aTesei Jie-
TOYHOTO IMOBpeXAeHMs Ha poHe JedyeHust. B To xke Bpe-
Ms Y TAllMEHTOB C IPOIPECCUPYIOIIMMU UHTEPCTULIM -
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aJlbHBIMM M3MEHEHUSMU JIETOUYHOM TKaHU, aHTH-Jo
l-aHTHTE 1A HE ONpeAesUINCh. VICX0s M3 9TOr0, aBTOPBI
ocrnapuBaloT OOLLIENPUHATOe MHEHUE 00 aHTU-Jo 1-aH-
THUTEJaX KaK O TUIOXOM IPOTHOCTMYECKOM IpU3HaKe,
yKa3blBasi Ha TO, YTO aHTU-Jo 1-aHTUTENa, SIBJISISICH IIpe-
nuktopamu MBJI, B To ke BpeMsl MOryT yKa3biBaThb Ha
MO3UTUBHBIN ITPOTHO3.

Bo MHoOrmx myoJMKalMsX IMOCISIHMX JIET OMUCAHO
MeHee BBIPaXKEHHOE MBILIEYHOE MOpaXkeHue Y OOJIbHBIX C
aHTUCUHTeTa3HbIM cuHpoMoM. Tak, T. Fujisawa 1 coaBT.
[18] cuMTalOT MIOXUM MPOTrHOCTUYECKUM TTPU3HAKOM He
TOJIbKO CEPOITO3UTUBHOCTD IO aHTUCUHTETAa3HbIM aHTH-
TejaaM, HO 1 Hu3Kue 3HadeHus KDOK (mapkepa MBbIIIey-
HOTO HEKpO3a), a He3HAYMTEIbHOE CHIDKEHUE MBIIIICUHOM
critbl B couetannn ¢ CDA paclieHUBaIOT KakK (haKTop pu-
cKa obicTponporpeccupyomeit UBJI.

Z. Betteridge, 1 coaBT. HaAOJIOJAIU MOPaKeHUE JieT-
KUX MPU OTCYTCTBUU KIMHUYECKU BBIPAXKEHHOM MBbI-
IEYHOU c1abocTh y OOTBHBIX C IPYTUMU aHTUCUHTETA3-
HeiMu aHTutenamu: PL 12, KS, OJ [9]. M. Kalluri u co-
aBT. [15] mokaszaHo Goisee Tsikenoe TeueHue CPDA u He-
0J1aronpUSITHHINM MPOrHO3 MPU HaTUu4YUK aHTU-PL 12 aH-
tuten. Tak, npu odcnenoBanuu 31 6oabHOrO ¢ aHTu-PL

]
Yol
Puc. 3. Komnvromeprvie momoepammol (a, 6).

Humepcmuyuansvroe nopaxcenue aeekux. Quoposupyrouuii
anveeoaum
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12-antutenamu, B 90% cayuaeB BoisiBieHa UDBJI, npu
aToM y 65% W3 HUX JIerovyHasl MaToJOTMsl BBIXOAMIIA B
KJIMHUYECKON KapTUHE Ha MepBbIi maaH. Tsxenoe Teue-
Hue UBJI y 6oabHbIX ¢ aHTU-PL 12-aHTUTE1aMu acco-
LUKUPOBAJIOCh ¢ Oojiee «MITKMM» TEUCHHEM MMO3UTA.
ITosToMy mipu o0ciaeagoBaHUU OOJBHOIO C OMUCAHHBIM
BBIIIIE CUMIITOMOKOMIIJIEKCOM, HO 06e3 aHTu-Jo 1-aHTu-
TeJl CJeAyeT MOMHUTh O CYIIIECTBOBAHUU U IPYTUX aHTU-
CUHTETa3HbIX aHTUTEJ, JJabopaTopHas UAEHTUDUKALIUS
KOTOPBIX, K COXaJeHUI0, HE BCerga MOCTymHa. DTOMY
COOTBETCTBYET Hallle HaOJ0JeHUEe MalUeHTKU C TSKe-
JIBIM, PE3UCTEHTHBIM K Tepaluu TMOpPaXeHUeM JIeTKUX,
SIPKO BBIPAXXEHHBIM CHMIITOMOM <«pYKM MeXaHWKa», Y
KOTOPOIt OTCYTCTBOBaIM aHTU-JO |1-aHTUTEa U UMEJIUCH
MUWHMMaJIbHbIE TTPOSIBICHUS] MUO3UTA.

WMHTtepecHO, 4TO coyeTaHue JierouHoro ¢pubposa u
«pyku MexaHuka» C.J. Yang u coaBT. (2008) Ha3bIBaM
«IMarHOCTUYECKUM KITIOYOM» K aHTUCUHTETa3HOMY CHH-
JIPOMY C MUHMMAJbHBIM MBILIEYHBIM TopaxeHuem [20,
21]. ABTOpBI OMUCHIBAIOT OOJBHYIO C OJBILIKON, CyXUM
KalluleM, MHTePCTULMAIbHbIMU u3MeHeHussMu nipu KT
JIETKUX, aHTU- JO 1-aHTUTETaMU U «PYKOI MEXaHUKa», HE
MMEBIIYI0 MPU3HAKOB MMO3UTa (KIMHUYECKMX, Ha
n-OMI, Mmopdonornueckux).

Hamuy HaGnroneHus U JaHHbIE JUTEpaTypbl CBUIE-
TEJbCTBYIOT O TOM, YTO AHTUCHUHTETA3HBI CUHAPOM —
Hauo6osee Tsokeabiit moatunom ITM/IM, KoTopblit ipea-
CTaBJISIET OOJIBIIION MHTEPEC KaK Il peBMaTOJI0TOB, TaK 1
JUIS TTyJIbMOHOJIOTOB. DTO CBSI3aHO, BO-MEPBBIX, C TPYI-
HOCTSIMM paHHel nuarHocTuku 6ose3Hu. Eciu 3aboneBa-

HUE HaYMHAETCS C JISTOYHOU CUMIITOMATUKU (HapacTaro-
1ast oJIbIIKA, IMXOpaaKa, Kaleiab), a MpU3HakKyu MUoIa-
TUM elle OTCYTCTBYIOT, MallMeHThl 0OpallaloTCs K Myjb-
MoOHoOJI0ramM. Mbl BcTpedaan 00JIbHBIX, Y KOTOPBIX 3a00J1e-
BaHHWE HAYMHAJIOCh C JIETOYHOUW CUMIITOMATUKM, OINepe-
JKalolllell MosIBJIeHUE MbIIIEYHOI ¢/1ab0CTH Ha 9 J1eT U Ha
3 rona. TakMM MalMeHTaM OOBIYHO CTaBST IMArHO3 ITHEeB-
MOHMH, HazHayalT Hed(h(GEeKTUBHYIO aHTHOAKTepuasb-
Hylo Tepanuio. Eciu xxe 6oJie3Hb Ae0I0TUPYET CYyCTaBHBIM
CUHIPOMOM, TUArHOCTUPYIOT PeBMATOMIHBINA MU peak-
TUBHBI apTPUT, UTO TakKKe OTKJIaIbIBaeT Hayaao ameK-
BaTHOTO JieueHusl. [1pu 3TOM ocTaeTcsi OTKPBITHIM BOIIPOC
O PE3UCTEHTHOCTU (WJIM HemoCTaTOYHON 3(heKTUBHO-
cthi0) K Tepanuu ['K 1 uMMyHOMOmyIsiTOpaMu, B IIepBYIO
ouepeb K HuKiodochamuay, KOTOPbIi sBIsIeTCS Mperna-
paTom BbIOOpa npu Hammuun CDA. K coxaeHuio, Kak
MOKa3bIBaeT Hallle HabJIoJeHue, KyImupoBaTh MaToI0r1-
YECKHU MpoLecc B IETKUX WU 3aMeIJTUTh €ro MPorpeccu-
pOBaHUeE He BCeraa ynaercs.

Takum obpa3oM, MHTEPCTULIMAIbHOE MOpakeHUue
JIETKUX 3aHUMaeT LIEHTPAJIbHOE MECTO B KJIMHMUYECKOM
KapTUHE AHTUCUHTETA3HOTO CUHAPOMAa U OMpeaessieT
MPOTHO3 3aboneBaHus1. Hamuy HaOI0aAeHUST U OTAeIbHbIE
CcoO0UIeHUsT 3apyOekKHBbIX HCCeaoBaTeIel MO3BOJISIOT
MPEeANONOXUTh, YTO OOHapyxXeHue aHTUu-Jo l-aHTUTEN
aCCOLIMMPYETCSI, C OHOI CTOPOHBI, C HATUYUEM TSKEI0MN
MBJI, a ¢ apyroit — ¢ OTHOCUTENLHO MEHEee TSIKEeIbIM Ba-
pUaHTOM ee TeueHus. He MCKIIoueHOo, YTO pa3Hble BUIbI
AHTHCUHTETAa3HBIX aHTUTEJ MOTYT UMETb pa3INuyHOE TPO-
THOCTUYECKOE 3HAUYECHUE.

1. Dalakas M.C., Hohlfeld R. Polymyositis
and dermatomyositis. Lancet 2003;362:971.
2. Plotz P.H., Dalakas M., Leff R.L. et al.
Current concepts in the idiopathic inflamma-
tory myopathies: Polymyositis, dermato-
myositis and related disorders. Ann Intern
Med 1989;111-43.

3. UanonaTuyeckue BOCTIATUTEIbHBIE MUO-
natuu. KinnHnyeckue pekomeHaauuu. Pes-
maroJjiorust. [Tox pen. E.JI. HacoHosa. M.,
2005;192—-201.

4. bonnapenko M.b., Myxun H.A.,
Haconos E.JI. u ap. [TopaxeHue Jerkux npu
MOJIMMUO3UTE U iepMatoMuosute. KimH men
1998;2:20—4.

5. O'Leary PA., Waisman M.
Dermatomyositis: A study of forty cases. Arch
Derm Syph 1940;41:1001—19.

6. Antenasa O.A., bounapenko U.b., Xur-
poB A.H. u ap. [TopaxeHue abixateabHOI
CHUCTEMbI NPU MOJIUMUO3UTE/IePMATOMUO3U -
Te. PM2K 2008;16(24)334:1633—7.

7. Haconos EJI., Ltyrman B.3.,
Canoxun K.B. u np. KinHMKO-UMMYHOJI0-
TMYeCcKasi FeTepPOreHHOCTh UAMONATUYECKUX
BOCHATUTEIbHBIX MUOMaThii. KiuH Mex
1995;2:3-8.

8. Santy A., Rochat Th., Schoch O.D. et al.
Pulmonary fibrosis with predominant CDg
lymphocytic alveolitis and anti-Jo-1 antibod-

ies. Eur Respir J 1997;10:2907—12.

9. Targoff J.N., Amett EC. Clinical manifes-
tation in patients with antibody to PL-12
antigen. Am J Med 1990;88:241-51.

10. Hashish L., Trieu E.P., Sadanandan P. et
al. Identification of autoantibodies to tyrosyl-
tRNA synthetase in dermatomyositis with
features consistent with antisynthetase syn-
drome (absract). Arthritis Rheum
2005;52(Suppl. 9):312.

11. Betteridge Z., Gunawardena H., North J.
et al. Anti-synthetase syndrome: a new
autoantibody to phenylalanyl transfer RNA
synthetase (anti-Zo) assotiated with
polymyositis and interstitial pneumonia.
Rheumatol 2007;46:10058.

12. Targoff I.N. Autoantibodies and their sig-
nificance in myositis. Curr Rheumatol Rep
2008;10(4):333—40.

13. Yoshifuji H., Fujii T., Kobayashi S. et al.
Anti-aminoacyl-tRNA synthetase antibodies
in clinical course prediction of interstitial
lung disease complicated with idiopathic
inflammatory myopathies. Autoimmunity
2006;39:233—41.

14. Fathi M., Vikgren J., Boijsen M. et al.
Interstitial lung disease in Polymyositis and
Dermatomyositis: longitudinal evaluation by
pulmonary function and radiology. Arthritis
and Rheumatusm (Arthritis Care and

Research). May 15 2008;59(5):677—85.

15. Kalluri M., Sahn S.A., Oddis C.V. et al.
Clinical Profile of Anti-PL-12 Autoantibody:
Cohort Study and Review of the Literature.
Chest Feb 18 2009;|Epub ahead of print].

16. Bohan A., Peter JB. Polymyositis and der-
matomyositis (first of two parts). N Engl J
Med 1975;292:344—7.

17. Bohan A., Peter J.B. Polymyositis and
dermatomyositis (second of two parts).

N Engl J Med 1975;292:403.

18. Antenasa O.A., Haconos E.JI. CoBpe-
MEHHbIE METO/Ibl OLIECHKN aKTUBHOCTHU U TO-
BPEXKICHUS TIPYU UANONATUIECKUX BOCTTATIM -
TEeJIbHBIX MUoOTaTusIX. Hayd-mipakTd peBma-
Tox 2007;1:59—62.

19. Fujisawa T., Isuda T., Nakamura Y. et al.
Differences in Clinical Features and
Prognosis of Interstitial Lung Diseases
Between Polymyositis and Dermatomyositis.
The Journal of Rheumatology
2005;32(1):58—64.

20. Yang C.J., Sheu C.C., Ou T.T. et al.
Combined lung fibrosis and 'mechanic's
hand": a clinical diagnostic clue to amyopath-
ic antisynthetase syndrome. Respirology. Jun
13 2008;4:611—4.

21. Chen 1.J., Jan Wu Y.J. et all. Interstitial
lung disease in polymyositis and dermato-
myositis. Clin Rheumatol Feb 27 2009.



