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Cmambus nocésuena npooaemam OnMUMU3AUUY OUAZHOCMUMECKUX Kpumepues UOUONamu1ecKux 60cnaiumensibix muonamuii (MBM) — epyn-
nbl PeOKUX AYMOUMMYHHbIX 2eMepOLeHHbIX 3a001e6aHUN, XAPAKMEPUIYIOUUXCS BOCRANUMENbHBIM NOPANCCHUEM CKeAeMHOU MYCKYAamypbl.
[Ipedcmasumensmu smoit epynnovt mpaouyuoruo cuumaromest noaumuozum (IIM), depmamomuozum (M) u muozum c éxnarouenusmu. Iloopoo-
HO paccmompena ucmopus co30anus Kaaccugukayuonnvix kpumepuee HBM, nauunas c kpumepuee T.A. Medsger u coasm. (1970), onuparo-
WUXCS HA KAUHUYMECKYI0 KapmuHy, 1a00pamopHbvle 0anHble U pe3yabmambl UHCMPYMeHMAanbHbix uccaedoganuil, a makaice npednodicentoix 8 1975 e.
A. Bohan u J.B. Peter kpumepueé (6 mom uucne 6nepeoie 66e0eHHbIX KpUmepues UCKAUeHUs,), OCMArUUXCs OCHOBONO0AALAIOWUMU KAK 8 KAU-
HUYeCKOll npakmuke, maxK U 8 Hay4HuiX uccaredosanusx. B ocnose kaunuxo-ceponoeuneckux kpumepuee UBM Y. Troyanov u coasm. (2005) re-
Jcum evldenenue nepekpecmuuix overlap-cunopomos muosuma. Knaccuguxauyuontoe (6videsenue cyomunos) u mepanesmuieckoe 3HayeHue
Kpumepues, 0OCHOBAHHbIX HA KAUHUKO-CEPOA0UMECKOl XapaKkmepucmuke, No00epicano eexneepckumu uccaedogamensmu A. Vancsa u coasm.
(2010), komopbimu u3yueHa céa3b KAUHUMECKUX U mepanesmuyeckux xapakmepucmux UBM ¢ nozumugernocmoio no muosum-cneyuguuecKum
u muosum-accoyuuposaruvim aumumenam. Kpumepuu M.C. Dalakas (1991, 2003) ocnosvieaiomes Ha cneuuguueckux UMmyHonamono2u4e-
CKUX 0COOEHHOCMAX 2UCMOA0UHECKOL KapMUHbL, N0360aa0uwux dughdepernyuposams JIM u ITM, a makaice muo3um c 6KA104eHUSMU OM OpyeUux
Mmuonamuueckux cunopomos. B kpumepusx European Neuromuscular Centre (ENMC) 2004 2. enepevie ebidenetvl Kak omoenvHbie Cyomunst ay-
MOUMMYHHASL HEKPOMUBUPYIOWAsl MUONAMUS U Hecheyuguueckuil muosum. Hecomuennolil kaunuveckuil unmepec npedcmasnsem ceponouue-
ckas kraccugurayus UBM, komopas 6asupyemcs Ha oueHKe aymoanmumen, Ueparouyux alcHyH poib 8 NamozeHe3e 3a001e6aHus.
Ouesudna HeobX00UMOCMb NPABUALHOU U c80epemMenHol duazHocmuku kak MBM 6 yeaom, mak u eeo cyomunoe 6 4acmiocmu, Komopas
0CA0CHACMCS HeOOHOPOOHOCMbIO nocaedHux. TIpedaaeaemble nooxodul k duaenocmuke u kaaccugurkayuu UBM umerom ceou npeumyuecm-
6a U HeOCMAamKU, MAaxk 4mo paboma 6 IMOM HANPaGAeHUU eje NPeocmoum.
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Konmaxmot: Onvea Anexceesna Anmenasa; antelavao@gmail.com
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The paper deals with the problems of optimizing the diagnostic criteria for idiopathic inflammatory myopathies (IIM), a group of heterogeneous
rare autoimmune diseases characterized by inflammatory lesion in the skeletal muscles. The representatives of this group are traditionally con-
sidered to be polymyositis (PM), dermatomyositis (DM), and inclusion-body myositis. The authors detail the history of classification criteria for
IIM from those proposed by T.A. Medsger et al. (1970) relying on its clinical picture, laboratory data and instrumental findings, as well as the
criteria (including the first introduced exclusion ones) elaborated by A. Bohan and J.B. Peter in 1975, which remain fundamental in both clini-
cal practice and researches. The basis for the clinical and serological criteria proposed by Y. Troyanov et al. (2005) for IIM is the identification
of myositis-overlap syndromes. The classificational (subtype identification) and therapeutic value of the criteria based on clinical and serologi-
cal characteristics was supported by the Hungarian investigators A. Vancsa et al. (2010) who investigated the relationship between the clinical
and therapeutic characteristics of IIM and positivity for myositis-specific and myositis-associated antibodies. The criteria developed by
M.C. Dalakas (1991, 2003) are based on the specific immunopathological features of a histological pattern, which allow the differentiation of
DM, PM, and inclusion-body myositis from other myopathic syndromes. The 2004 European Neuromuscular Center (ENMC) criteria first iden-
tify necrotizing autoimmune myopathy and nonspecific myositis as individual subtypes. The serological classification of IIM, which is based on
the assessment of autoantibodies that play an important role in the pathogenesis of the disease, is of indubitable interest.

There is an obvious need for the correct and timely diagnosis of both IIM as a whole and its subtypes in particular, which is complicated by the
heterogeneity of the latter. The proposed approaches to diagnosing and classifying IIM have their advantages and disadvantages so that work
in this direction is yet to be under way.
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Wnnonatuyeckue BocnaauTeabHble Muonatuu (MBM)
MPENCTABIISIIOT CO0OM TPYIITYy PEeNKUX ayTOMMMYHHBIX TeTepo-
TeHHBIX 3a00JIeBaHUI, XapaKTePU3YIOIINUXCs BOCTIAIUTEEHBIM
MopakeHUeM CKeJeTHOUM MycKynaTypel [1, 2]. OCHOBHBIMH
MPEACTABUTEISIMUA 3TOM TPYIIITHI TPAAUIIMOHHO CUMTAIOTCS: T10-
aumuosut (ITM), nepmatomuosut (JIM) U MMO3UT C BKJIOUE-
Husimu [3].

Hapsany ¢ [IM u IM B rpynny UBM BxoasiT 10BeHWIbHBII
JIM (KOIM), OHKOMUO3UT U MUO3UT, ACCOLIUUPYIOIIUIACS C CU-
CTEMHBIMHM 3a00JIeBaHUSAMHU coennHUTebHOM TKanu (C3CT), —
«TepeKpeTHbIN (overlap) cuHapoM» [4]. Tak, MpuU3HAKW MHOMA-
TUM MOTYT MPUCYTCTBOBATh B KJIMHUYECKON KapTUHE CUCTEM-
Hoit ckiuepoaepmuun (CC), cHUCTEeMHON KpacHOI BOJIYaHKU
(CKB), peBmarouaHoro aprtpurta (PA), cunnpoma IllérpeHa u
CUCTEMHBIX BacKyJIMUTOB [5].

Kaxnpiit nonrun UBM o6sianaeT cOOCTBEHHBIMU KJIMHUYE-
CKUMM 0COOEHHOCTSIMU (MaHUbecTalus, TeueHre 00JIe3HU, OT-
BET Ha Tepanuio riokokopTukounamu — ['K), onpenensieMbimMu
MaTOreHeTUYECKUMHU MEXaHU3MaMU.

B TO Xe Bpems BocrajieHHe MbIIIEYHON TKaHU (MMO3UT)
MOXeT He TOJbKO UMETh ayTOMMMYHHOE TTPOUCXOXIeHUE, HO U
HaOMI0OaThCS TIPU APYTUX TATOJOTMUYECKUX COCTOSHUSIX, Ha-
npuMep MHGeKIuIX (MH(MEKIIMOHHBIE MUO3UTHI), MHTOKCUKA-
UAX (TOKCUYECKUI MHUO3MT), YTO OUKTYET HEOOXOIMMOCTh
MpoBeIeHNUs THIaTeIbHOI AUbdepeHInaTbHON TUaTHOCTUKH.

OueBuIHA aKTyaTbHOCTh TPABWJIBHON MOCTAHOBKMU ITHar-
Ho3a UBM u ornipeseneHust ero rnoaTuIia, ocKoJabKy MopdoJio-
rudyeckass U (peHOTUIMIeCcKas TPUHAIICKHOCTh KaXkIOro CO-
CTOSTHUSI IUKTYET OIMpeAeICHHBII TTOIX0I K (hapMaKOTeparuu.

IIpobinema muarHoctuuyeckux kputepueB MBM ocraercs
MNpeaAMETOM IUCKYCCUM M IIMPOKO OOCYXKIaeTcss B MEAULIMH-
CKOIf JTUTepaType, YTO CBSI3aHO C HETOMOTEHHOCTBIO TTOATPYIIIT
Kak T10 KJIMHUYECKUM, JIaOOpaTOPHBIM, MOPOOIOTUIECKUM
MpHU3HaKaM, TaK U 110 OTBETY Ha Teparuio.

Wcropus pa3paboTku KiaccU(pUKAIMOHHBIX KPUTEPUEB
MBM nauunaetcs ¢ 1970 r., korna T.A. Medsger u coaBrT. [6]
MPEUTOXKWIN KPUTEPUU, ONTMPAIOIIMECs] HAa KIMHUYECKYIO Kap-
TUHY (MbILLIEYHas c1ab0CTh), JaOOpaTOpHbIE TaHHbIE (TOBbILIE-
H1e ypoBHs kpeatuHdochokmuazel — KOK), anekrpomuorpa-
puyeckoe (DMI') uccrnemoBanue ¢ UCIOIbL30BAHUEM UTOJIbYA-
TBIX 3JIEKTPOMIOB, XapaKTEePHbIE BOCIAIUTEIbHbIE MOP(HOIOTH -
yeckue u3MeHeHMs1 U Ha orcyTctBue adgdexruBHoctu I'K.
[anee nocyienoBaiyd B LIeJoM cxoxue kputepun R. De Vere u
W.G. Bradley 1975 1. [7], oTnuyatoiuyecsi, OqHaKO, OT Mpeblay-
X HAJTMYMeM <«MUJITUM» KaK JOTIOJIHUTETHbHOTO K MBIIIeU-
HO¥ cTab0CTH CUMIITOMA M OTCYTCTBUEM OLIEHKU 3 (PEKTUBHO-
ctu 'K kak KputepruajbHOro Mpu3HaKa.

Torma xe, B 1975 I, ObLIM NpPEASOXKEHbl KPUTEPUU
A. Bohan u J.B. Peter [8, 9], koTopble, HECMOTPSI HA MHOXECT-
BO M TOJIMKOMITOHEHTHOCTh ciieaylommx kputrepus [IM/IM,
OCTalOTCSI OCHOBOIIOIATAIONTUMY KaK B KIIMHUUYECKOM TIPaKTH-
Ke, TaK ¥ B HayYHBIX HccaenoBaHusx. [loMUMO OCHOBHBIX, aB-
TOpaMU BIIEPBbIE MPEIOKEHBI KPUTEPUM UCKITIOUEHUS (IPYTUX
BO3MOXKHBIX IPUYMH MUOIATUH, aKTYaTbHOCTb KOTOPBIX BITOC-
nencrBum nopuepkuBaau M.C. Dalakas [10], J.E. Hoogendijk u
coast. 2004 [11].

B nanbHeiieM, ¢ yueTom pacliMpeHus 3HaHU 06 0COOeH-
HOCTSIX TIaTOT¢He3a, BBISIBJICHUS MUO3UT-CIEIIU(PUICCKIX aH-
TUTE U XapaKTePHBIX JIJIST KAXKIOTO IMOATUIIA THCTOIATOJIOTYe-
CKHUX YepT, MEHsJIach pacCTaHOBKa aKLIEHTOB IMpHW B3MJIsAe Ha
KiaccupukanmonHbie kpurepuu UBM [12].

57

B 3aBuCUMOCTH OT MPUOPUTETOB MCCieIOBaTENIel KpUTe-
puu 6a3vMpoBaUCh Ha KIMHUYECKHUX, KIMHUKO-CEPOJIOTHIE-
CKUX, UMMYHOTUCTOXMMHUYECKUX 1 MOP(HOJIOTUIECKUX TIPU3HA-
Kax, TO3BOJISTIONINX KJIacCU(PULMPOBATh CYyO(EHOTUITBI COOT-
BETCTBYIOIIIMM MHEHHUIO aBTOPOB 00Pa3oM:

* TA. Medsger u coasr., 1970 [6] — UBM;

* R. De Vere u W.G. Bradley, 1975 [7] — [IM/[AM;

* A. Bohan u J.B. Peter, 1975 [8, 9] — [IM/J1M;

* M.C. Dalakas, 1991 [10] — [IM/IM/MUO03UT ¢ BKJIIOUE-
HUSIMU;

* R.C. Griggs u coaBr., 1995 [13] — MUO3UT C BKIIIOYEHUSIMU;

e K. Tanimoto u coast., 1995 [14] — [IM/[IM;

* [.N. Targoff u coasr., 1997 [15] — UBM;

* EL. Mastaglia u B.A. Phillips, 2002 [16] — [IM/AM/mu-
O3UT C BKITIOUEHUSIMU;

* R.D. Sontheimer, 2002 [17] — amuomatnueckuii JIM;

* M.E van der Meulen u coasr., 2003 [18] — [IM/IM u ap.;

* M.S. Dalakas u R. Hohlfeld, 2003 [2] — [IM/IM;

¢ J.E. Hoogendijk u coaBt. 119" ENMC international work-
shop, 2004 [11] — [IM/IM/MH1O3UT C BKITIOYSHUSIMU, HEKPOTH -
3UPYIOIINI MUO3UT, aMAOTIaTHUECKUIT MUO3UT;

* Y. Troyanov u coaBr. 2005 [19] — overlap-cuHapowm;

¢ J. Solomon u coaBr., 2011 [20] — npeaBapuTeIbHBIC KPH-
tepuun ACC;

* D. Hilton-Jones u coaBr., 2010 [21] — MHUO3UT ¢ BKJIIOYE-
HUSIMU.

OCHOBHBIE XapaKTEPUCTUKU CYIIECTBYIOIINX KPUTEPUEB
CyMMUpPOBaHHI B Ta01. 1 [22].

OnpeneneHHBIN MHTEPEC U 00CYKIeHUE CPeIr YICHBIX BbI-
3BaJIi KIIMHUKO-cepoJiornyeckue kpurepun MBM Y. Troyanov u
coant. 2005 1. [19]. ABTOpbI CpaBHUBAIOT OPUTMHATbHBIE KPUTE-
pun Bohan u Peter 1975 roga ¢ aByMs NpenioKeHHbIMU UMK
KJIAaCCU(DUKAIIMOHHBIMU CHCTEMaMH, B OCHOBE KOTOPBIX JIEXKUT
BBIZIEJICHUE TTIEPEKPECTHBIX overlap-cMHIpOMOB Muo3nuTa. Mare-
puan 6azuposaiics Ha oociaenoBanum 100 mammeHnToB u3 Kanambt
u ©®panuun. Ha nepBom atane ucciaenoBanus (I cuctema — K-
HUYecKas) overlap-MUO3UT OMpeaesisicsl Kak coueTaHue KpuTe-
pueB Bohan u Peter xoTs1 Obl ¢ OTHUM KIIMHUYECKUM MPU3HAKOM
(Hanpumep, noauapTput, dheHoMeH PeliHO, ckiepojakTu-
JIASI/CKeJIepoiepMusl, HapyllIleHue MOTOpUKHY TnineBoza). [loc-
JIeAyIoIIast MHTETpalus pe3yIsTaTOB CEpOJIOrMUECKOro UCCIen0-
BaHUS Y 9THX TMAlMEHTOB, TIpuBeia K paspadotke Il (kimHuKO-
CEpOJIOTUYECKOIT) CHUCTEMBI, Oas3upylolleiics Ha TMPUCYTCTBUU
XOTsI ObI OHOW KJIMHWYECKOMN YepThl U/WIIA TTO3UTUBHOCTH IIO
MUO3UT-aCCOLMUPOBAHHBIM/CTIEITMDUUECKUM aHTUTeJIaM [aH-
TUCHHTETa3HbIe, anti-signal recognition particle (SRP), systemic
sclerosis-associated, 1 ANA]. CorinacHo Moau(pUIIMPOBAHHOM
cucreme Y. Troyanov u coabT. [19], overlap-muo3ut Haba0Ma€ET-
cs1y 67% GonpHbix UBM, 4T0 3HAaYMTEILHO TIPEBHIIIIAeT ITOKa3a-
TEJIM ero AMarHOCTUKH, Omuparoluecs: Ha kputepuu Bohan u
Peter (24%). Bmecte ¢ TeMm ompezeieHue overlap-Muo3ura 1o
Y. Troyanov 1 COaBT. ITO3BOJISIET BBIICIUTD OOJTBHBIX C U30IUPO-
BaHHBIM (TaK Ha3bIBaeMbIM YUCThIM) [1M, TOrma yacrora ero au-
arHOCTMKHU CHIKaetcst 10 9% ot obiiero urcia 6onbHbIX UBM,
1o cpaBHeHUIO ¢ 45% 110 kputepusiM Bohan u Peter.

Boigenenue BbilieonucaHHbix cyotunos MBM, mo mHe-
HUIO aBTOPOB, MMEET TepareBTUYeCKOe U IPOTHOCTUYECKOE
3HaueHue. Tak, [IM BcTpeuaeTcst y mnauiMeHTOB 00Jiee CTaplIero
BO3pacTa, XapaKTepU3yeTCs XPOHUYECKUM TEUEHHEM U BBICO-
KuM ypoBHeM pedpaktepHocTu K Teparnuu ['K (50%); Torna kak
JIM — 0OoJiee BBICOKOH UYyBCTBUTEIbHOCTBbIO K Tepanuu ['K
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Tabnuua 1.
Kpurepuu

T.A. Medsger u coasr.,
1970 . [6]

R. De Vere u
W.G. Bradley, 1975 . [7]

A. Bohan u J.B. Peter,
1975t [8, 9]

Bnepeovie 66edenvi Kpu-
mepuu uckar4enus!

M.C. Dalakas,

1991 r. [10]

(ocHosanbl Ha KpumMepusx
A. Bohan u J.B. Peter
1975 e. ¢ akyenmom Ha
MopgponocuHeckyo xapa-
Kmepucmuky)

K. Tanimoto,
1995 1. [14]

I.N. Targoff, 1997 . [15]

M.C. Dalakas u
R. Hohlfeld, 2003 r. [2]
(0CHOBAHbI HA UMMYHOU~
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HNuaenocmuueckue kpumepuu IIM/JAM

XapakTepucTuka

1. MblieyHas cinabocTb

2. BocnanurenbHasi Mopdoornyeckas KapTuHa

3. Tunmmunas DMI -Tpuama

4. TToBbIlLIEHUE YPOBHS «MBIILIEYHBIX» (hepMEHTOB (B mepByto ouepenb KDK)
5. ITonoxurebHblii «oTBeT» HA I'K

1. MblieyHas cinabocTb

2. BocnanurenbHasi Mopdoornyeckas KapTuHa

3. Tunmmunas DMI -Tpuama

4. TToBbIlLIEHUE YPOBHS «MBIILIEYHBIX» (HDEPMEHTOB

5. Muajirus 1 60Je3HeHHOCTD TP NAJbIANMN 00JIEBBIX TOUEK

1. CummeTpryHas c1a00CTh, OOBIYHO MPOTPECCUPYIONIAst C TPOKCUMATbHBIX
OT/IEJI0B KOHEYHOCTE M

2. Mopdoaornyeckne u3MeHEHHs!, CBUIETETbCTBYIOLIME O MUO3UTE: HEKPO3 Mbl-
meyHbIx BoIoKoH | u Il tuma, daronuros, nerenepanus u pereHepauus, u3-
MEHEHHUE Pa3MEPOB MBIIICUYHBIX BOJIOKOH, SHIOMU3NAIbHBIC, TEPUMU3HAITb-
HbIE, IEPUBACKY/ISIPHBIE WM MHTEPCTULIMATbHBIE MOHOHYKJIEAPHbIE KJIETKUA

3. IToBbimeHne YPOBHSI CHIBOPOTOYHBIX «MbIeYHbIX» hepmentoB: KDK, anpmo-
naswl, JIAT, Tpancamunas (ACT/AJIT)

4. DMI'-npu3HaKky BOCHAINTEIbHON MUONIATHN — TPUAJA: KOPOTKUE, HU3KOAM-
TUTUTYAHbIE, MOoNr(a3HbIe TOTEHIIMATBI IBUTATEIbHBIX AMHUIL; TOTEHIINA-
JIbl QUOPMILISILIMM B COCTOSTHUYM MBILIIEYHOTO pacciIabiIeHus M BBICOKOYAc-
TOTHBIE TOBTOPSIIOLIMECS PA3PSIIbL

5. XapakrepHsie 1uisi 1M KOXKHble H3MEHEHUS

1. ITporpeccupyioiiasi MpoKCMMaJbHasl MbIIIIEYHast CJIab0CThb OOJIbIIE, YeM
JMCTalbHAs, Pa3BUBAOILASICS B TEUCHUE HECKOIBKUX HEIEIb I MECSILIEB.
HckmroyaeTcst mopaxkeHye MBI JTUIa U T1a3

2. KoxHasi Chilb + KaJbILIMHO3

3. XapakrepHas ais Kaxnoro cyoruna (ITM//IM/Muo3uT ¢ BKIIOYEHUSIMH) MOP-
tonornyeckas KapTuHa:

JIM: Hekpo3, harouTos3, pereHepanus, neprudaciuukyaspHast arpodust

(50—90%). BocnanutenbHbie nepubaciuaibHble MePUBACKYISIPHBIE UH-

(brIbTpaThl, HAOTEIMATbHAST TUIIEPILIA3US C TYOYTOPETUKYISIPHBIMU CTPYK-

Typamu. O6nuTepaus KanuuisipoB

IIM: CD8+ numdbornurapHast ”HBa3Us HCHEKPOTU3UPOBAHHBIX MBIIIEYHBIX

BOJIOKOH, 3Kcmpeccupyronmx HLA [ kiacca rucTocoBMecTUMOCTH

—_

. [ennoTtponHas chimb, Mamyibl WU JUHeiiHas sputeMa [0TTpoHa Ha pa3ru-
6aTebHBIX TTOBEPXHOCTSIX

. [IpokcumainbHas MblIeyHas c1abocTh

. Muairiu npu majiblialliy WIA CTIOHTaHHbIe MUATUN

. [MoBeimenue ypoHst KOK mnu anbaonasbl

. XapakrtepHast OMI -Tpuana

. AHtu-Jol-ayroaHturena

. HemecTpyKTUBHBII apTPUT WU apTpaTun

. [IpusHaku cuctemHoro Bocnanenus: (imxopanka, CO3, yposeHb CPB)

. Buoricust MBI CBUAETENLCTBYET O MUO3UTE (BOCTIAIUTETbHBINA MHMOUITBT-
par ¢ AereHepanueil Wik HeKpo30M MBIIIEYHBIX BOJIOKOH, aKTUBHBIN (haro-
LIMTO3 WJIV aKTUBHAsI pereHeparyst

O 00 O\ WL AW

HckinounTth Bce HeBOCTIAIMTE IbHbIE MHONATHH!

Hanuuue 5 xpurepues A. Bohan u J.B. Peter 1975 . (D107KHBI TPUCYTCTBO-
BaTb IeJIMOTPOITHAS ChIITb U 9puTeMa [oTTpoHa + mo6oe n3 Muo3uT-cnenudu-
YeCKHMX ayTOAHTHTEN)

Onpenenennsnii [IM/IM = m06b1e 4 13 6

Bepostabiit [IM/AM = mo6bie 3 u3 6

Bosmoxnsiit [IM/IM = mro6ble 2 13 6

1. TTogocTpo HapacTarolas MPOKCUMalbHasl MbIlIeYHast C1ab0CTh
2. [NoBbIlIeHNE CBIBOPOTOYHOTO YPOBHSI «MBIIIEYHBIX» (DEPMEHTOB
3. XapakrtepHasi 151 KaX10ro cyotumna Mmopgooruyeckas KapTuHa

KommenTapuu

HoctosepHbiit [IM — . 1-4
Beposthbiii [IM — 3 u3 n. 1—4
BosmoxHbiit [IM — 2 u3 . 1—4
HoctoBepHbiit IM — cbinb + 3 Jto-
OBIX KpUTEPUSI

BepositHblii JIM — chinb + 2 T00BIX
KPUTEPHUST

BosmoxkHbIit JIM — cbirtb + 1 Kputepuii

JlocTOBEpHBIN — HAJIMIKE BCEX MTPH-
3HaKOB

BeposiTHBIN — Bce IPU3HAKH,
KPOME I'MCTOJIOTMYECKUX

HoctoBepHbiit [IM — 4 npusHaka

0e3 ChIMK, IyBCTBUTETHHOCTD 99%
(180 GonpHBIX M3 182), cienuduy-
Hocts [IM u AM 95%

HoctoBepHbiit IM — chinb + 4 npy-
TMX TIPM3HAKa, YYBCTBUTEILHOCTD 94%

JM ornipenensieTcsl Mpy HATUYMK Xa-
PaKTEepHOI KOXHOM ChITTUA

MHuo03UT ¢ BKJIIOYEHHSIMH — COOTBETCT-
BeHHO Kputepusm R.C. Griggs u co-
aBT. 1995 &

FOJIM ornpenensieTcst BO3pacToM Ha-
yaya 1018 et

AJIM — 110 KpUTEepUsiM

R.D. Sontheimer 2002 r.
Heobxonumbl nanbHelime ucciaeno-
BaHMsI JUIsT pa3pabOTKH HOBBIX KPUTE-
pHUEB C YUETOM KOHKPETHBIX CUMIITO-
MoB, Mopdosiornueckux, MPT-nipu-
3HAKOB M TEHETMUECKUX MaPKEPOB
(HLA-DR3)

HoctoBepHbliit [TM — kputepuu 1
U 2 + BocmaauTebHast MOP(hOIOrH-
Yyeckasi KapTUHA ¢ KOMIUIEKCOM



COBPEMEHHAA PEBMATONOTIWUA Ne3'154

065630FPbl

Kpurepun XapakTepucTuka

CMOXUMUYECKUX 0COOeH- 4. TunmuuHast KOXXHas! ChIIb

Hocmsix UBM)

M.E van der Meulen
u coaBT., 2003 . [18]
MBIIIIEYHbIE BOJIOKHA

JocToBepnbiii /IM — TunuyHast CbIb + nepudaciuKyisipHas aTpodust MbI-

IIEYHBIX BOJOKOH

Hecnenuduyeckuii MHO3UT — MTepUMU3UATIBHAS WU TIepUhACITUKYISIPHAS UH-
(unbrpanvst MOHOHYKJIeapaMu 6e3 9HIOMU3UAIbHBIX MOHOHYKJIEapOB WK

Joctosepubiii IIM — nosbiiienrie KOK Gosee yem B 2 paza, MOHOHYKJIeap-
HbIe KJIETKHU, OKpYXalolue (B uaeaje - MHBA3UPYIOINe) SHIOMU3UATbHbBIE

reprdacIvKyISIPHON apTPOMUIH UITH CHITTN

Bo3MoxHblii MHO3UT — MOBbIIIeHUE ypoBHs KDK B 2 pa3a u MeHee 1 HEKPO-

Kommenrtapun

CD8/MHC I otcyrcTBHE BakyoJeit
Beposithbiii [IM — kpurepuu 1 u 2 +
Mopdotornueckast KapThHa,
JIEMOHCTPUPYIOLIAsi 9KCIPECCUI0
MHC I knacca 6e3 T-kiieTok min
BaKyoJsiei

JocroBepHblii IM — cbinb +
XapakTepHasi MblIIeYHasi OUOTICHUs
Beposithblii JIM — otcyTcTBUE

CBINMHU + XapaKTepHasl MbILLIEYHAasI
ouorncus

AJIM — chinb 6€3 MBIILIEYHOM C1a00CTH

Kaxcdas kameeopus pazdeasemcs Ha
U30AUPOBAHHBLI MUO3UM, MUO3UM. 8
pamkax C3CT, uau muozum, accoyuu-
POBAHHbLI ¢ OHKONAMOA02UeLL

[IM sBasieTcs B OOJIBIION CTeNIEHU
JIMarHO30M MCKJTIOUYEHUSI

(TTpY UCKJTIOYEHUU IPYTUX (hOopM
MHO3UTA)

TU3UPpYIOLIasd MUOIIaTUA C HEOOJIBIITNM KOJIUYECTBOM WIHU TTOJHBIM OTCYTCTBU-

€M MOHOHYKJICAPOB

J. Solomon u coasr., Bousbiume KpuTepuu:

2011 . [20] 1. UHTepcTLIMAIbHOE MOPaKeHUE JIETKUX (HE CBSA3aHHOE C BIMSTHUEM OKPY-
(npedeapumensHoie Kpu- KalolIe cpejibl, MPodecCHOHATBbHOM AESTETbHOCTHIO, TIPUEMOM JIEKapCTB)
mepuu) 2. IM/[AM cornacHo kputepusiMm Bohan u Peter 1975

Mauibie KpuTepum:

1. Aptputst

2. ®eHomeH PeiiHo
3. «Pyka mexaHuka»

Juarno3 ACC ycTtaHaBIuBaeTcsl Ha
OCHOBAaHUU HAJTMYMsI aHTUCUHTETA3-
HBIX aHTUTEJ B COYETAHWHU C 2 OOJTb-
LIUMU WK | GONBLIMM U 2 MaIbIMU
KPUTEPUSIMU

Ilpumenanue. JIATI' — nakratneruaporeHasa, ACT — acnmapraramuHoTpaHcdepasa, AJIT — araHnHaMuHOTpaHchepasa.
|

(87%) n xpornudeckuM teueHueM (92%). Overlap-MHO3UTHI Xa-
pakTepusyioTrcsi, kak u JIM, xopomum otBetoM Ha ['K
(89—100%), mpu 3TOM TMO3UTUBHOCTb MO AHTMCUHTETA3HBIM,
SRP-aHTHTEIaM ¥ HYKJIEOTTOPWHAM aCCOIIMUPYETCS C XPOHUUE-
CKMM TeyeHueM 00je3HU, a no3uTuBHoch no Ul-RNP, PM-
SCL u Ku-aHturtenaMm — ¢ oqHO(Ma3HbIM €€ TeUeHUEM.
KrnaccudukanvmoHnHoe (BbliesieHUEe CyOTUIIOB) U TepareB-
TUYECKOe 3HaYeHNe KPUTEPUEB, OCHOBAHHBIX Ha KIIMHUKO-Ce-
pPOJIOTMUECKOU XapaKTepUCTUKE, TONIEePKaHO BEHTEPCKUMU
uccienopareassMu A. Vancsa u coaBT. [23]. ABTopamMu n3ydeHa
CBSI3b KJIMHUYECKUX U TeparneBTUYECKUX XapakTepucTtuk MBM
C MO3UTUBHOCTBIO MO MUO3UT-CIIeMUYECKUM U MUO3UT-AC-
COLIMMUPOBAHHBIM aHTUTeNaM (aHTu-Jol, aHTu-PL7, anTU-
PL12, antu-Mi2, antu-SRP, ANA, aHTULIEHTPOMEpPHBIM aH-
TATeNaM K Tomousdomepase I, antu-PM-Scl, antu-Ku, anTu-
SS-A, antu-SS-B, antu-U1-RNP). M3 06¢cnenoBaHHBIX MMaiy-
€HTOB C peBMaTUYeCcKUMU 3aboeBanusmu (n=169) 39 (23,1%)
umenu overlap-cunapomsl ¢ muozutoM: CCJ (n=13), PA
(n=12), CKB (n=5), cunapom érpena (n=9). [Ipu atom euie
y 11 GosibHBIX C KIIMHUYECKU I KapTUHOU [1M BbISIBJI€HBI MUO-
3UT-aCCOLIMUPOBAHHBIE AaHTUTENA, TOT/IA KaK, COTJIAaCHO KpUTe-
pusm Y. Troyanov 1 coaBT., 3T0 KiIaccudUIMpyeTcs KaK over-
lap-cMHAPOM C MUO3UTOM, U OIS TAKUX MALIUEHTOB COCTaBU-
n1a 661 29,6%. MUo3uUT saBiIsieTCsl HanboJiee paclpoCcTpaHeHHOI
dbopmoit Tipu mepekpecTHbIX cuHapoMax (87,2%), a CCJ —
HauboJjiee 9acTo BCTpevaronmMcs 3a00ieBaHUeM, CBSI3aHHBIM
¢ muosutoM (33,3%). IosutuBHOCTh 10 ANA Ha0I01a/1aCh Y
25,4% 6ompHBIX [IM 1y 61,5% G0NBHBIX C Overlap-MHO3UTOM.
B 1ie10M Mo3uTHBHOCTH MO ayTOaHTUTENaM HabJOAanach y
39,6% GOJLHBIX C MHO3UTOM, B TOoM uucie y 18,3% — 1o

aHTu-Jol 1 KoppenupoBaia ¢ peuuAUBUPYIOIIUM (MHOTO(pa3-
HBIM) TeUeHUEM OO0JIE3HU.

B to e Bpemst kputepuu Y. Troyanov v COaBT. «pa3MbIBAlOT»
TpaaMIIMOHHOE TTOHSTHE overlap-cuHApoMa 1 (paKTUYeCKu Tie-
peBomsT aHTUCHMHTeTa3HbIi cuHapoM (ACC) B paspsin overlap-
Muo3uTa, 4to, o MHeHuio M.C. Dalakas [10], aukryeT HeoOX0-
IIMMOCTh TMCTOJIOTMIECKON BeprbUKaIlluK 1uarHo3a. Tak, Kpu-
tepuu, npemioxeHHele M.C. Dalakas B 1991 1. u oOHOBJIEHHbIE
uM B 2003 1. [2, 10], ocHOBBIBaIOTCS Ha CIEIU(PUICCKIX UMMY-
HOIATOJIOTUYECKMX OCOOCHHOCTSIX TUCTOJIOTUIECKON KapTUHBI,
no3poJisiiomux auddepenuuponats M u I[1M, a Takxke mMuo-
3UT C BKJIIOYEHUSMU OT APYTMX MUONATUYECKUX CUHIPOMOB.
CornacHo atoit kinaccudukanuu, komrieke HLA I/CD8 non-
XeH OBITh MCIOJTh30BaH B KaUeCTBE CHEIMMUUECKOro MapKepa
st nudbdepeHunanmu [IM oT apyrux MbllIeyHbIX 3a00JieBa-
HU, B yacTHOoCcTH Muoauctpoduii. [To maennio M.C. Dalakas,
BOCTIAJIUTEbHBIN MHOUILTPAT TIpU A0cTOBepHOM [1IM nmomkeH
umeth uHBazuio CD8+T-numdouuramyu HEHEKPOTU3UPOBAH -
HBIX MBIIIEYHBIX BOJOKOH, 3kcrnpeccupyrommx HLA 1 kiacca
TMCTOCOBMECTUMOCTH TIPU OTCYTCTBUM BaKyoJiel, XapaKTepHBIX
IIJIST MUO3UTa ¢ BKITOYeHUsIMU. JlocToBepHBIit nrarHo3 JIM 1o
M.C. Dalakas cTaBAT Ha OCHOBAaHUM MMKPOAHTUOTIATUN KOXU U
MBIIIEYHOM TKAHU ¢ aKTUBALIMEil ¥ OTJIOXKEHUEM KOMILJIEMEHTa,
BBI3BbIBAIOIIETO JIM3UC IHAOMU3UAIbHBIX KaMWUIIPOB U MIIe-
MUIO MBIIIIEYHOU TKaH!. B MBITIIEUHBIX OMOTITATaX OMPEaeIISTIOT-
cs1 TiepudacuKyIsipHas aTpodust U BOCTIAJIUTEIbHBIE KIIETOU-
Hble THPUIBTPaTHL. B cilyuae OTCYTCTBUS KOKHBIX MI3BMEHEHMIA B
coveTaHUM ¢ XapakTtepHoii s JIM mopdoaornyeckoit KapTu-
HOI TMarHoCTUpyeTcs «BeposATHLIN» JAM. [1pu Hanuuuu ke TI-
NMUYHBIX 11 JIM BBICBIIIaHUI, HO 0€3 MBILIEYHOI CJ1aboCTH
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Tabnuna 2.

1. Knuanyeckue npusHaku

2. [oBbilIenne ypoBHs
K®K B CbIBOPOTKE KPOBH

3. UcTpymeHTAIbHBIE
NPU3HAKH

4. Mopdonornueckue
NPHU3HAKHU BKIIIOYCHUSA
1 UCKJTIOYEHUsI

065 30FPDbl

Kaaccugpukauyuonnvie kpumepuu Furopean Neuromuscular Centre (ENMC)2004 e. [11]

Kpumepuu exatouenus

(a) Hauaso nocsie 18 siet, B mocTiyGepTaTHOM MEPUOJIE, OHAKO Yy IeTeit MoXeT pa3Butbest JAM wiu Hecrieuuduye-
CKUI MUO3UT

(b) IMomocTphlit WK MOCTENEHHBII 00T (HO MMO3UT C BKJIIOYEHUSIMU HUKOTIA HE HAUMHAETCS MOA0CTPO)

(c) XapakTep cj1aboCTu: CUMMETPUYHAsSK TPOKCUMaJIbHas > aucTtaiibHasl. CrubaTenu mieu > pa3rudaresiu 1eu

(d) Tunmunas mis JIM ChITb: TeIMOTPOITHAS TIEpUOPOUTATIbHAS SPUTEMA; MAITyJIbl WU 3puTeMa [OTTpoHa, Hal Mpo-
KCUMaJIbHBIMU MeK(alaHTOBBIMU U MSICTHO-(alaHTOBBIMU CycTaBaMM, 9puTeMa Ha rpyau u miee (V-3Hak), B o0aa-
CTH BEPXHEI YaCTH CITMHBI («IIaJIb»)

Kpumepuu uckaouenus

(a) HexapakrepHblie it UBM kinnHuveckue npusHaku [13]: mpeobiasaHue aCMMMETPUYHOM AUCTATIbHON MbllLIEY-
HOI1 cmabocTu

(b) CnabocThb MapaopOMTaIbHbIX MBI, M30JIMPOBAHHAS AM3APTPUSI, CIA00CTh MBIIIILL pa3rudartesneit meu > crudareeit
(c) Tokcrueckue MuomnaTus (HapuMep, HelaBHee BO3IEUCTBIE MUOTOKCUYHBIX HAPKOTUKOB), IEKOMITEHCUPOBAH-
Hasl SHIOKPUHONATUS (TUTIEP- WU TUIIOTUPEO03, TUTIepIapaTUpeo3), aMUIONI03, CEMEIHBIN aHAMHE3 110 MBIIIIeY-
HOW TUCTPO(GUU MU MPOKCUMAILHBIM MOTOPHBIM HEBPOMATHUSIM

(a) DaexTpomuorpadus
Kpumepuu exatouenus
(I) CrioHTaHHasi aKTUBHOCTh B BUJIE MIOTEHIIMATIOB (hUOPWILISIIINM, TIOJIOKMTEIbHBIX OCTPBIX BOJH WJIN CJIOKHBIX
TIOBTOPSIIOIINXCST Pa3PsIIOB
(IT) ykopouenue ITIE 1 CHYKEHME UX aMILTUTYIbI
Kpumepuu uckaiouenus
(I) MuotoHMIecKre pa3psiIbl MO3BOJISTIOT TIPEATIONOXUTH MUOTOHIIO/MUOTOHUYECKYIO TUCTPOMHIO WITN KAHAIOTIATHAIO
(IT) BoicokoammautynHbie [TIE yBeanyeHHO JIMTETbHOCTH
(IIT) OtcyrcTBUE DMI -U3MEHEHMI

(b) MPT: nudhpy3Hblii Wi NATHUCTDII MOBBIIEHHbII CUTHAJ (0TEK) MbleYHOl TKaHu B pexkuve STIR

(¢) Muo3ur-cnenupuyecKue aHTUTEIA B CHIBOPOTKE
(a) BocnanurenbHbiit nHGWIBTPAT (T-KIETKM) B 9HAOMU3UHU, OKPYKAIOIIMI M MHBA3UPYIOIIUIT HEeHEKPOTU3MPOBaH-
HbIe MBIIIIEYHBIE BOJIOKHA
(b) CD8+T-kjIeTKN B 9HIOMU3UU, OKpYXatlue (03 T0CTOBEPHOI MHBA3UK) HEHEKPOTU3UPOBAHHBIC MBIIICYHbIC
BOJIOKHA WJIM TTOBCEMECTHast akcnpeccust antureHoB HLA 1 kinacca
(c) MepudacunanpHas arpodust
(d) OtokeHre MEMOPAHOATAKYIOIIETO KOMITIEKCa B KAMMJLISIPAX, I YMEHBIIIEHNE TUIOTHOCTH KATIMJUISIPOB, WIIN TYOYJI0-
PETUKYJISIPHBIC BKITFOUEHMSI B SHIOTETMAIBHBIX KileTKax, min akerpeccust HLA I kiiacca Ha nepudaciimaabHbIX BOTOKHAX
(e) INepuBacKyJISIpHBIIA, TEPUMU3UATBHBIN BOCITAIMTEILHBIN KJIETOUHbIM MHMWIBTPAT
(f) He6ombiroe konmuuecTBo CD8+T-KIeTOUHBIX MH(MUIBTPATOB B 9HIOMU3MHU, KOTOPHIC YETKO HE OKPYXKAIOT U HE
MHBA3UPYIOT MbIIICYHbIE BOJIOKHA
(g) MHOXeCcTBO HEKPOTU3MPOBAHHBIX MBIIIIEYHBIX BOJIOKOH — IJIaBHasi Mopdosorndeckas yepta. CKyIHbIe CKOTLIE-
HUsI BOCTIAJIUTEIbHBIX KJIETOK MEPUBACKYISIPHO, IEPUMU3HAIBHO WM WX TTOJHOE OTCYTCTBUE. OTIOKEeHNe MeMOpa-
HOATaKYIIIEero KOMIUIEKca Ha SHA0TeIMaIbHON MeMOpaHe KanuUIsipOB, HO MaJloe KOJIMYECTBO WIIM OTCYTCTBUE TY-
OYJIOPETUKYJISIPHBIX CTPYKTYP
(h) Bakyonu ¢ 04epYeHHBIMU KPAsiMU, «pBaHbIe» KPACHBIE BOJIOKHA, IIATOXPOMOKCHUIA30HETATUBHBIC BOJIOKHA T103-
BOJISIIOT TIPE/TIONIOKUTH MUO3UT C BKIIOUEHUSIMU
(i) OTioxkeHre MeMOpaHOaTaKYIOIIEro KOMITJIEKCa Ha CapKoJieMMe HEHEKPOTU3UPOBAHHBIX BOJIOKOH U JIPyrye yKa-

3aHUSA HAa MBIICYHBIC I[I/ICTpO(I)I/II/I C I/IMMYHOIIHTOJIOI'I/ICI‘/T

IIpumenanue. I1[1E — noreH1IMaIbl ABUTATEIbHBIX €IUHULL.

paccMaTpuBaeTcs auarHos amuornarudyeckoro JIM (AJIM). [1pu
MUO3UTE C BKJIIOUEHUSIMU, KaK 1 ripu [1IM, onpezaensieTcst KoM-
mieke HLA [/CD8 B codyetaHuy ¢ aMUJIOMIHBIMU OTJIOKESHUSI-
MM B BaKYOJISIX.

TakxuM o06pa3oM, COTJACHO KIMHUKO-CEPOJOTNYECKUM
kputepusiM Y. Troyanov 1 COaBT. U CTPOTMM THUCTOJIOTMUECKUM
kpurepusim M.C. Dalakas, [IM sBnsercss Haubosee penkoit
dopmoit UBM. DTy gaHHbIe MOCTYKUJIM TOBOIOM ISl aHAJIM3a
Pa3sHBIMU aBTOpaMU YaCTOThI pa3IndHbIX moarunos MBM. Taxk,
M.E van der Meulen u coaBr. [18] B peTpOCIEKTUBHOM HCCIIe-
noBaHUU 165 GOJIBHBIX ¢ MUO3UTOM ITOKa3anu, yto [TM, xapak-
TepU3YIOLINICS HaUYMeM MOHOHYKJIEApOB, OKDPYXKAIOIIMX M
MPEUMYIIECTBEHHO WHBA3UPYIOIIMX HEHEKPOTU3UPOBAHHbBIC
MBIIIIEYHbIe BOJIOKHA, ONPENE/SIICS TOJbKO Y 6% OONbHbBIX, a
JAM, XxapaKTepU3yIOIINIACI TUITUYHBIMU KOXKHBIMU TTPOSIBIICHM -

SIMU B COUYETaHUM ¢ nepudaclmaibHON MBIIIEYHON aTpopuei,
nuarHoctupoBaics y 36%. Y 39% mnainueHTOB ocTaBaiCsl auvar-
HO3 «HEOMPEeICHEHHOT0» MUO3KTa C TIEPUMU3UATbHBIM WJIU Tie-
PUBACKYISIPHBIM JIMMGOLIMTAPHBIM WHUILTpaTOoM, Y 19%
OOJIBHBIX OBUT «BO3MOXHBII» MUO3UT, WM HEBOCIAIUTEIbHAS
HeKpoTusupylolas muonatus. B cBs3u ¢ atum [.M. Bronner u
coaBT. [24] menaioT BBIBOJ O rurnepauardHoctuke 1M B Oojee
panHux ucciaenoBanusx. [To mranHeiM A.A. Amato u R.C. Griggs
[25], MHOrMM OOJBHBIM C TMIEpBOHAYAILHBIM AuarHo3om [IM B
najbHeliemM ObLT ycTaHoBJeH apyroit auarHo3: M, C3CT,
MMO3UT C BKJIIOUCHUSIMU WU TIPOTPECCHUPYIONIAs MbIIICYHAs
TACTPODUSI.

Onnako kputepuu M.C. Dalakas ocTaloTcst HecoBepIlIeH-
HBIMHU C TPAKTUYECKOU TOYKHU 3pEHHUS B CBSI3U CO CIO0XHOCTbHIO
PYTMHHOTO MCITOJIb30BAHUSI MMMYHOTMCTOXMMHUYECKOTO aHa-
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Tabnuua 3.
Humepnpemayusa dannwvix [11]

Kaaccugpukauyuonnvie kpumepuu Furopean Neuromuscular Centre (ENMC) 2004 e.

Iloaumuosum

—

HoctoepHblii [IM
2. [Mossimienne yposHst KOK

. Bce knmmHuueckue KPUTEPUH, 3a UCKITIOYECHUEM CBITIN

3. MbiueyHast OGMOTCHUs BKIIIOYAET «a» M He MCKITIoYaeT «c, d, h, i»

Beposithbiit [IM
. [NoBeimenue ypoust KOK

AN =

. lpyrue nadoparopHbie Kputepuu (1 u3 3)
. MblleyHast 6uoricust BKIoYaeT «b» ¥ He UCKIovaer «c, d, g, h, i»

. Bce knmmHuueckue KPUTEPUH, 3a UCKITIOYECHUEM CBITIN

Jlepmamomuozum

. Mbieunas 6uoncust «d» mwim «e», win nosbiieHne ypoBHsi KOK, vm 1 u3 3 npyrux 1abopaTopHbIX KPUTEPHUEB

. Tunmanble 11st JIM KOXHBIE U3MEHEHUsT (TEIMOTPOITHAST ChITTb, «IEKOJIBTE», «Iajlb», CUMIITOM/TaImyJibl [0TTpoHa)

2. buorncust KoxXu: penyKiusi KanwUIsIpHON CeTH, OTJI0XEeHHe MeMOpaHOaTaKyIOLEero KOMIUIEKCca Ha Kanuuisipax i
BIOJIb IEPMAIBHO-3IUIEPMATTbHOTO COSTMHEH WS, BapuabeibHasi KepaTUHOIIMTOBAsI KApTUHA MEMOpaHOATaKyl0-

JocroBepHsblii JIM 1. Bce KIMMHUYECKUE KpUTEPUU

2. MbllieyHasi GUOTICHUST «C»
Beposithblii 1M 1. Bce KimmHMYeCKUe KpUTepruu

2
AIM 1

LIIET0 KOMIUIEKCa

3. OTCyTCTBUE MBIILIEYHOM CIa00CTH

4. HopmanbHbiii ypoBeHb KOK

5. OtcytcTBUE M3MeHeHui ipu DM T

6. brionucust MBIIIIBI HE COOTBETCTBYET BEPOSITHOMY MM J0CTOBEpHOMY JIM
BosmoxHbiii IM 1. Bce kMuHMYECKME KPUTEPUH, 32 UCKITFOUEHUEM KOXHOM MaTOJI0rMu
0e3 MmopaxkeHust KOXu 2. [Moswimenue ypoBHst KOK

3. Ipyrue nabopatopHble kKputepuu (1u3 3)

4. MplegHast OMOTICHUS BKIIIOUAET «C» WIIM «d» M UCKITIOUAET BCE OCTAIbHBIE
Hecneunduueckuit 1. Bce kimmHMYECKUEe KPUTEPUU 32 UCKITIOUEHUEM ChITTU
MUO3UT 2. [Mossimienne yposHs: KOK

3. Apyrue nabopatopHbie kputepuu (1 u3 3).

4. Kputepuu MbIIIIEUHON OMOTICUY, BKIIOYAIOT «&» WU «f» M UCKII0UAIOT BCE OCTAbHbIE
HMMMyHOOTIOCpeToBaHHAS 1. Bce kmmHMYECKUEe KPUTEPUH, 32 UCKITIOUEHUEM ChITTU
HEKPOTU3UPYIOIIast 2. INossimeHue ypoBHs KOK
MUOMATUS 3. Ipyrue nabopatopHbie Kputepuu (1 u3 3)

4. MplieyHast OMOTICUS BKITIOUAET «g» U MCKITIOUAET BCEe OCTAIbHBIC

JI3a ¥ TPYIHOCTHIO KJIacCuDUKAIMK MAallMeHTOB B clyJyae He-
JMOCTAaTOYHOU WH(MOPMATUBHOCTH MOPGOIOTUIECKOTO MaTe-
puaina [25—28].

EW. Miiller u coaBt. [29] yTBepxXaaioT, 4TO CTPOTUE AUAT-
HocTuueckue kputepuu MUBM, Gasupyiolimecs, B OCHOBHOM,
Ha TMCTOJIOTMYECKUX TaHHBIX, OCTABJSIOT OOJBIIMHCTBO 00JIb-
HBIX C HEYCTAaHOBJICHHBIM TUArHO30M, YTO MOTEHIIMATBHO MC-
kitovaetr abdexkTuBHyto Tepanuio. A.N. Baer [30] Bbipaxaer
COMHEHHE B MPEUMYIIECTBE KiaacCupUKammu, 6a3upyromeiics
WCKIIOUUTEJbHO Ha CIeu(PUuIecKux MOp@OJIOruIecKux Kpu-
TepHsIX, MOCKOJbKY Y HEKOTOPBIX OOJBHBIX ¢ KIMHUYECKH OYe-
BUAHBIM [1M OTCYTCTBYIOT MOHOHYKJIEAphl B OMOMNTaTe, HECMO-
TpS Ha HaJMYMe HEKPOTHU3MPOBAHHBIX MBIIIEYHBIX BOJOKOH.
[MpumMevaTeabHO, YTO TaKUM OOJIbHBIM, IO MHEHUIO aBTOpa,
HECMOTpPS Ha OTCYTCTBHE/HEIOCTATOK MOHOHYKJIEAPOB B MH-
(unprpate, mMpu HATUYUKM KIMHWYECKON KapTUHBI MMO3UTA
TpebyeTcs cBoeBpemeHHoe HazHaueHue ['K. Tak, J. De Bleecker
¥ coaBT. [31] onuchIBaIOT OOJIBHOIO ¢ XPOHUUYECKON HEKpPO-
TU3Upywlleid Muonarueii, orsevaroiiero Ha ['K. IIpu aTom
HapsiAy ¢ MUHUMAaJIBHBIM BOCITaJIeHUEM B OMOTITATe MbIIIEY -
HOU TKaHU MPUCYTCTBOBAIU OTJIIOXEHHE MEeMOpaHOaTaKyo-
1Iero KOMILJIeKca Ha CTeHKax cocynoB U akcrnpeccusi HLA
I knacca Ha BceX MBIIICYHBIX BOJOKHAX. ABTOPBHI CUMTAIOT,
YTO OTCYTCTBHE BOCIAIUTEIbHBIX MOP(OJOrMYECKUX HU3MeE-
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HEHMI He MOJDKHO MCKIII0YaTh TMarHOCTUKY ayTOMMMYHHOM
BOCTIAJTUTETLHON MUOTIATUH.

B xputepusx ENMC 2004 r. [11] (tabn. 2, 3) BIepBbIc
BBIIEJIEHBl ayTOMMMYHHAsi HEKPOTU3UPYIOIAss MUOTIATUS U
Hecneu(pUIECKUil MUO3UT KaK OTACAbHBIE CyOTUITbI. AyTO-
MMMYHHasl HEKPOTH3MpYIOllasi MUOIMATUSI XapaKTepU3yeTCs
MHOXXECTBOM HEKPOTU3UPOBAHHBIX MBIIIEYHBIX BOJOKOH,
CKYTHBIMU TIePUBACKYJISIPHBIMU U TIEPUMUBUATBHBIMUA CKOTI-
JIECHUSIMU BOCTIAJIUTETbHBIX KJIIETOK (VJIM WX TIOJTHBIM OTCYTCT-
BHUEM), OTJIOXXEHHEM MeMOpaHOaTaKyIoIIero KOoMIuiekca Ha
SHIOTENINATbHOU MeMOpaHe KanvIsSIpOB MPU MaJOM KoJInye-
CTBE WJIM OTCYTCTBUM TYOYJIOPETUKYISIPHBIX CTPYKTYp. st
HecrnenGUUIecKOro MUO3UTA XapaKTepHbl MPUCYTCTBUE Me-
PUBACKYJISIPHOTO, TIEPUMU3NAIBHOTO BOCTIAJIMTEILHOTO KIle-
TOYHOro WMHOUIbTpaTa M HebombmIoe KoaumdectBo CDS+
T-kneTouHbIX UHOUIBTPATOB B YHAOMU3UU, KOTOPbIE YETKO
HE OKPYXaloT U He MHBAa3UPYIOT MbIlIeyHble BosokHa. [Ipu
3TOM COXPAHSIIOTCSI BCe TPaAULIMOHHBIE KIIMHUKO-1abopaTop-
HbIE TTPU3HAKH.

HecoMHEeHHBII KIMHUYECKUT MHTEPEC TPEICTABIISIET Ce-
poiorndeckas kinaccudukamus UBM (taba. 4), kotopas 6a-
3UpyeTcs Ha OlIEHKE ayTOAHTUTEN, UTPAIOLIMX BaXKHYIO POJIb B
natoreHese. Cepojiornueckas xapakrepuctuka MBM omnpene-
JIseT GeHOTUNMMYEeCKHe CYyOTUIbI MTallMEHTOB, KOTOPbIE Pa3Iy-
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Tabnuna 4.

AnTHTENA, AHTHrEHbI HLA
PACTIPOCTPAHEHHOCTh

npu [IM/IM

Kaunuueckuii npogpuasv muosum-cneyugpuueckux anmumen [45]

Kimnnyeckue acconpauum

Anmucunmemasnote anmumeana (20—25%)

Antu-Jol, 20% Histidyl tRNA synthetase C*04

DRB1*0701
DQAT1*0201

Antu-PL7, 5—10%* Threonyl tRNA synthetase C*0304

DRB1*1501
DQAI1*0501

Antu-PL12, 1-5%%* Alanyl tRNA synthetase

DR3 —91%

DQ2 — 80%

Antu-0J, 1-5%* Isoleucyl tRNA synthetase DRw 52

Antu-EJ, <5%* Glycyl tRNA synthetase
Antu-KS, 1-5%* Asparaginyl tRNA synthetase
AnTH-YRS, <1% Tyrosyl tRNA synthetase

AnTH-ZO0, 1%** Phenylalanyl tRNA synthetase

Ocrtpeiii Tsexenbiii yaie [TM, yem JIM unu overlap-cuHApOM

(57% nipotuB 28%), B KIIMHUYECKUI KapTHHE MOTYT npeoduanats U3J1,
nmxopanka (35—70%),

CUMMETPHUYHBIN HedPO3UBHBIN apTpuT (57—100%),

dbenomen PeitHo (60%),

«pyka MexaHuka» (20—70%),

NeOIOT Yarie BeCHOIA,

HemnoaHbIi oTBeT Ha 'K,

yacTbie 00ocTpeHus Ha poHe cHIKeHus 103kl ['K.

TPOTHO3 HEOIATOIIPUATHBIN, 5-JIETHSISI BEDKUBAaeMOCTh 70%

Jlpyeue muosum-cneyugpuueckue anmumena

Antu-SRP, <1-5% SRP — intracytoplasmic protein B*5001
translocation DQA1*0104

AHTH-Mi2, Helicase protein, 220 k/la DR 7

20—-30% DQBI1*0701

Ilpumenanue. * — ACC: U3J1 > muosur; ** — ACC; peunausupytouee M3J1.

TIM, ocTpoe Hayaso TSKEIO0T0 HEKPOTHYECKOTO MUO3UTA, TIOPAXEHIE
cepaua, ruioxoit oteeT Ha 'K, BbICOKast CMEpPTHOCTb
Haubonee uacmo y jceHujur HeepouooHol pacel

JIM, sipKkue KOXHbIE U3MEHEHMUS («IeKOJIBTe», «IIallb», spuTeMa [oT-
TpoHa), HUu3kuii puck M3JI, xopoumii orser Ha 'K

YalTCs Kak 110 1e0ITY M TeUeHUIO 00JIE3HH, TaK IO OTBETY Ha
tepanuio 'K [32, 33]. HauboJsiee n3y4eHHbBIMU TeHETUYECKU -
mu Mapkepamu MUBM sasnsiorcs HLA annenu. Ocoboe mecto
cpenu cepojiornuyeckux noarunoB MBM 3zanumaer ACC, mist
KOTOPOTO XapaKTepHO MHTEPCTUIIMAIbHOE 3a0boJieBaHUe JieT-
kux (M3J1), BIJIOTH M0 TSKEIOTO OBICTPOIIPOrPECCUPYIOLIETO
(GUOPO3UPYIOIIETO aTbBEOJNTA, OTIPEACISIONIETO TPOrHO3 60-
JIE3HU U TeparneBTUYeckylo TakTuky. B 2011 r. J. Solomon u
coaBT. [20] mpemioxeHbl npeaBapuTenabHbie Kputepuu ACC
(cM. Tabm.1).

Cnopaanyeckuii MHO3UT ¢ BKIoYenusMu (inclusion body
myositis — IBM) tpagutinonHo kiaccudunmpyercs Kak UBM,
OH MMEET PsIi 0COOEHHOCTEH, OTIMYAIOIINX €TO OT APYTUX BOC-
MaJIUTEbHBIX MUOMATHi. BaxkHeHIIMMU U3 HUX SIBJISIIOTCS Ce-
JIEKTUBHOCTb BOBJICUECHMST OMPEAEJICHHbBIX TPYIIT MBI, MeI-
JIECHHO MpOorpeccupyolliasi cjladbocTb MPEUMYILIECTBEHHO IuC-
TaJTBHBIX OTIIEJIOB KOHEUHOCTei 1 rioxoit otBet Ha ['K u npyrue
MMMYHOCYIIPECCaHThI, KOTOphIe, KaK IpaBUIO, 3(D(HEKTUBHBI
npu [IM/JIM [34—40]. Oco6eHHOCTBIO MUO3UTA C BKITIOYCHMUS -
MM SIBJISIETCSI aCUMMETPUSI aMUOTpoduu, Oojiee 3aMeTHasl Ha He-
JTIOMUHUPYIOLIENH CTOPOHE TTyOOKUX (IUCTAJIbHBIX) crubdaresneit
nayubleB pyku (mo 82%). Kputepru Muo3uTa ¢ BKIIOYCHUSIMKA
npemnoxeHsl R.C. Griggs B 1995 1. [13], M.C. Dalakas B 1991 .
[10], EL. Mastaglia u coast. B 2002 . [16] 1 MogudUIIMPOBaHEBI
D. Hilton-Jones u coaBt. B 2010 r. [21] (Ta6. 5).

ITpoGiiema KOXHBIX M3MeHeHuil npu M akTyanbHa He
TOJIbKO B PE€BMATOJIOTUYECKOI, HO U B IEPMATOJIOTMUECKOM Tpa-
KTHKEe, OCOOEHHO B CJIyyae OTCYTCTBUS y MAIIMEHTOB XapaKTep-
Hoi1 MblLeyHoI ciadoctu. B 1991 . nepmarosioru R.L. Euwer u
R.D. Sontheimer [41] o6patuay BHUMaHKE Ha CYIIECTBOBaHUE
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aMmuonarnyeckoro Bapuanta M (AIIM), XOTS 3TOT TepMUH
obL1 TipeiokeH enie B 1971 . peematosnorom C. Pearson [42].
B 2002 r. R.D. Sontheimer [17] npeanoxuia KOXHble KpUTEPUU
AJIM (1a6u. 6). IM pasnesieH aBTOpOM Ha Kiaccudeckuii JIM u
kiamHnyeckuit amuonatudyeckuit IM (KAJIM), koTopbie 00be-
IUHSIOT celupUIecKrue KOXHBIC M KaUUIIPOCKOITMYECKUE
usMeHeHusi, onHako KAJIM CBOWMCTBEHHO OTCYTCTBUE KJIMHMU-
YeCKU 3HAYMMOTO CHUXKEHUS MbIILIEYHON CUJIbI U MOBBILIEHUS
ypoBHst KDK [43]. Takum o6pazom, KAJIM BbigeasieTcs: B OT-
nenbHblit cyodenorun. Tepmudn KAJAM npumMeHUM K MaiMeH-
taMm oo ¢ AIIM (amyopathic DM — ADM), nu60 ¢ runomuo-
MaTUYecKUM BapuaHnToM JIM [44].

Huarno3 AIIM pornyckaercst B ciiyyae NpUCYTCTBUS Xapa-
KTEPHBIX KOXHBIX MPOsIBIEHU I K1accuuyeckoro JIM B TeueHue
He MeHee 4eM 6 Mec, 6e3 KIMHUYECKMX MPU3HAKOB MBbIIIIEY -
HoIi cima6octu 1 moBeIeHust ypoHs KDK, nipu ycioBuu uc-
kmoueHus tepanuu 'K 1 muMMmyHOCyIipeccaHTaMu 1Mo Kpaii-
Heil Mepe B TeyeHHe 2 MeC 0 MOSBIEHUS ChIITU WIK 6 MeC I10-
clie, a TakKe IPEAIIeCTBYIOLIEr0 MPUMEHEHUs KaKUX-JH0O
MperapaToB, CIIOCOOCTBYIOIIUX MOsIBIeHUIO JIM-110I00HbBIX
U3MEHEHUN KOXMU.

Takum o6pa3oM, oOUeBUIHA HEOOXOIMMOCTh TIPABUJILHOMN 1
CBOEBPEMEHHOI nuarHoctuku kak MIBM B 1ieoMm, Tak u ero
CyOTHUIIOB B YaCTHOCTH, KOTOpPAasl OCJIOXKHSICTCSI HEOTHOPOTHO-
cthio nocaenHux. [Ipemraraembie MOAXONbI K TUarHOCTUKUE U
kinaccupukanmu MBM uMeroT cBou mpeumylecTBa U HEI0C-
TaTKu (Tabja. 7), 4TO CBSI3aHO C KJIMHUKO-MOP(OIOTUIECKOM 1
CEPOJIOTMYECKO HEOTHOPOIHOCTHIO TOATPYII, YTO TpedyeT
TIPOBENIEHUST JAJIbHEUIIETO TIONCKa KOPPESIIUY BhIIIeyKa3aH-
HBIX XapaKTepUCTUK ¢ (DEHOTOIMMUECKIMM.
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Tabnuua 5. Kpumepuu muoszuma ¢ éxarwuenuamu [13]
A. KiimHuuyeckue 1. lnurtenbHOCTL >6 Mec
2. Bospact Hauana — crapire 30 et
3. CnabocTb:

crubaresieil najablieB
crubaresiei 3amsiCThsl M NAJIbLEB > pa3rubareneit
KBajipulierces < 4 6auia (1o 5-06a/uIbHOM 1IKaJie)

B. JlaboparopHbie 1. He3nauutenbHoe noBbieHre ypoBHs: KOK

2. Mopdosnorusi:
WHBa3Ms MOHOHYKJIEAPDHBIMU BOCTIAJIUTEbHBIMU KIIETKAMU HEHEKPOTU3UPOBAHHBIX MBIIIEUYHBIX BOJIOKOH
BaKyOJIM3UPOBAHHbIE MBIILIEYHbIE BOJOKHA,
WJTY BHYTPUKJIETOYHbBIE OTJIOXKEHMUSI JIETTO3UTOB aMIJIOUIA,
uian TyoynoduiamMeHTsl (15—18 HM) npu 3JAEKTPOHHON MUKPOCKOMUM

3. OMI: xapakrepHast UTsl BOCTAJIMTETbHON MUOIATHH, OTHAKO MOXKET HaOIo1aThesl yBennieHune umresibHoctu [11E,

YTO HE MCKJIIOYAeT JMarHo3a MUO3UTA C BKIIOUEHUSIMU

C. CemeiiHbII aHAMHE3 Penko Habi0€TCS B CEMBSIX, YTO OTJIMYAET €ro OT HACJIEICTBEHHOM HEBOCTIATUTEIbHOM MUOMATUY C BKIIOUSHUSIMU
(hereditary inclusion body myopathy without inflammation — HaceqCTBEHHbII MUO3UT C BKITIOUEHUSIMU O3 BoCIaie-
Hust). 1715l MOCTAHOBKM JIMarHO3a CeMEeHOro MHUO3UTa C BKIIFOYEHUSIMU TPeOyeTcsl BKITIOYEHUE CIIeMabHOrO U BOCIa-
JINTEIBHOTO KOMITOHEHTOB 10 GUOTICUH MBIIIIIL B IOTMOJHEHUE K BAKYOJIM3UPOBAHHBIM MbIIIEYHBIM BOJIOKHAM, BHYT-
PUMKJIETOUHOMY (B Ipe/esiaX MbIIIEYHBIX BOJIOKOH) aMUJIOULy U TyOynoduiaMeHToB (15—18 Hm)

AccouunpoBaHHbie 3200/1eBaHNIS
MMuO3UT ¢ BKIIIOYEHUSIMU MOXET COUYETAThCS C Pa3IMYHBIMU, OCOOCHHO MMMYHOITOCPEIOBAHHBIMU, 3200JIeBAHUSIMU.
JInarHo3 He UCKIII0YAeTCsl MPU COOTBETCTBUM TUArHOCTUYECKMM KPUTEPUSIM (HUXKE)

JInarHocTuyecKue KpUTepun MUO3HUTA C BKIIOYEHHSIMHI

JlocTOBEpHBINE MUO3UT XapakrepHasi MopdoJiornueckasi KapTUHa, BKIIOYast MHOWIBTPALINIO0 HEHEKPOTU3UPOBAHHBIX MBIIIIEYHBIX BOJIOKOH

C BKJIIOYEHUSIMUI MOHOHYKJIeapaMu, BaKyOJM3MPOBAHHBIE MBILIIEYHbIE BOJIOKHA U BHYTPUKJIETOUHBIE (B MPe/esiaxX MbIIIEYHbBIX BOJIOKOH)
OTJIOXKEHMsI aMWIonIa i TyoyodunoMeHToB (15—18 HM)
Hu 00HOI u3 KAuHUYeCKUX U 1a00pamopHbIX Yepm He mpeGyemcs, ecau 60AbHOL OmeeHaen UCMON0UMECKUM KPUMEPUIM

Bo3MOXHBI MUO3UT Ha Guorncun — ToJIbKO BOCTIaieHUe M MHBA3UsI HEHEKPOTU3MPOBAHHBIX MBILIIEYHBIX BOJIOKAH MOHOHYKJIeapaMu,

C BKITIOUECHUSIMUA OTCYTCTBUE BaKyoJieil, aMUJIOUIA WK TyOYJIOPETUKYJISIPHBIX CTPYKTYP MPU 3JEKTPOHHOI MUKPOCKOTTHH
Jluaeno3 moxcem 6bimv nocmaenel 6 cayyae coomeemcmaus ecem Kaunuueckum (A — 1, 2, 3) 2 rabopamophuim Kpumepu-
am (B—1, 3)

|
Tabmuua 6. Kpumepuu AAM [17]

«Bosblne» KOXHbIE KPUTEPUN «[enmoTpornHas Chinb»
ITamynsr [orTpoHa
ITpusHak [oTTpoHa, XapakTepHblid 1ist M

«Masibie» KOXHbIE KPUTEPUHT Dpurema (¢ runepkepaTo3oM, MUrMeHTALIUE 1/UIu TeJeaHTUAKTa3UsIMU WK 0e3 HUX), PacIoJOXeHHAasl Ha:

— TOJIOBE U/WJIN TIO MepeIHell IMHUU POCcTa BOJIOC
— CKYJIOBOM 00J1aCTH, Ha JIULE, U/Wi JIOY, M/UI1 TTOA00POaKE
— V-0061acTyl 1ew u/Wiv BepXHeil YacTH CIIUHBI (OTKPBITOM 30HE «BOPOTHUKA»)
— 3aThUIOYHOM 00JaCTH W/WUJIU 3aIHEI MOBEPXHOCTH I1JIeY (CUMIITOM «ILAJIA»)
— pa3rubaTeIbHBIX TOBEPXHOCTSIX TUICY ¥/VJTU MPEATUICUn it
— OOKOBOI1 TTOBEPXHOCTH Oenep u/miau Oeapax
— MEAMAIBHON TOBEPXHOCTH JIOIBIKEK

JIvHeiiHbIe BBICHIMAHUS B 00J1aCTU pa3rubaTesieil CyXOKMWINI BEPXHUX KOHEYHOCTE

OKOJIOHOTTEBbIE TeJICAHTMIKTA3UN

Bosaeuenue kadxncooii us nepe- OKOJIOHOTTEBbIE TEJICAHTMIKTA3MHU, /W KPOBOMBIUSIHUS/MH(APKTHI, 1/WIN AUCTPOGhUYECKIE 001aCTH KYTHKYJIbI
4lCcAeHHbIX o0nacmeli K8arughu- Toiikunonepma (rMMepHnUrMeHTalus, TUITOIMIMEHTALIMS, TeJIEAHTMIKTAa31u, TOBEPXHOCTHAsT aTpodust)
yupyemesi Kak 00UH «<Manwlip» «Pyka MexaHuKa»

Kpumepuii KanbimHos

KoxxHbIe s13BbI
3y U/WIK OLLYIIEHUE KXKEHUS
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Tabnuua 7. Anaau3 ocHoéHblX Kpumepueeg [46, 47]
ABTOpBI IIpenmymectBa HenocraTku YyBCTBUTEIBHOCTD CrnenuuaHoCcTh
A. Bohan [oste3nsl wist ckpuHUHTA. Vcmob3y- Hert onucanust otmumii [IM ot muosurac  94,3% 29,4%
u J.B. Peter, IOTCS B KIMHUYECKUX UCTIBITAHUSIX BKJTIOUEHUSIMU YU MUOAUCTPOUN
1975 [8, 9]
M.C. Dalakas OueHb BbICOKAS! CIEeU(PUIHOCTD. Huskast 4yBCTBUTEJIBHOCTh HEKOTOPBIX Ma- 77,1% 99,9%
u R. Hohfeld, YuutbiBatoTCs nmaueHTs ¢ AIIM. pamMeTpoB. He yuuThIBAIOTCS MUO3UT-CIICIIN-
2003 r. [2] TouHoe ornpezaeeHre TMCTOJIoTnYe- ¢uyeckue ayroaHTUTETA
CKHMX OCOOEHHOCTEN
ENMC, YuuThIBatOTCS MUO3UT-CIieHUbrUIe- Overlap-MUO3UT U TApaHEOIIACTUYECKUIA 71,4% 82,4%
2004 . [11] ckue ayroaHTurtesa. Yetkoe onpenene- JIM He paccMaTpuBalOTCS.
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HccnenoBaHye He UMEIO CIIOHCOPCKOM MOAAEPKKK. ABTOPBI HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a IIPEI0CTABIEHUE OKOHYATE b~
HOIi BepCUH PYKOIIMCH B ITe4aTh. Bce aBTOPBI MPUHUMAJIHM y4acTHe B pa3pa0bOTKe KOHLEIUN CTaTbU M HalucaHuu pykonucu. OKOH-
yaTe/bHasl BEpCUsl pyKOIMCH Obljla 0100peHa BCEMU aBTOPaMU.



