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B nexuuu paccmarpuBaetcs mpobiemMa peKUX CUCTeMHBIX 3a00JeBaHUI COSIMHUTENbHON TKAHU — UAMONATHYe-
CKUX BocnanuTebHbIX MuonaTuii (MBM). TToguepkuBaeTcst KIMHUKO-UMMYHOJOTUYECKasi HEOMHOPOIHOCTb UX
MOJTHUIIOB, OMpeaesolIas TeparneBTUYECKYI0 TAKTUKY 1 MPOTrHO3. [IpenctaBieHbl ANarHOCTUYECKUE KPUTEPUN
WBM. [pennaraercs anroputm auddepeHImaibHOM AMarHOCTUKK, KOTOPbIi 6a3upyeTcsl Ha UCKIIOYeHUM (heHOTH-
MUYECKU CXOAHBIX (OPM MUOMATHUI Pa3TMYHOTO reHesa.

KiroueBbie c10Ba: MAMONATUYECKUE BOCTIATUTENIbHbIE MUOIATUH; TIOIMMHUO3UT; IePMATOMUO3UT; aHTUCUHTETA3HBbIi
CUHIPOM; HEKPOTU3UPYIOILIAsi MUOTIATHSI; MUO3UT C BKItOUeHUsIMU; TuddepeHranbHast TMarHoCTHKa MUOTIATUI.
Jlns cepikn: AnTenasa OA. [ToauMuo3ut/nepMaroMuosut: auddepeHuranbHas amarnoctTuka. HayaHo-npakruye-
ckast peBmatosorust. 2016;54(2):191-198.

POLYMYOSITIS/DERMATOMIOSITIS: DIFFERENTIAL DIAGNOSIS
Antelava O.A.

The lecture considers the problem of rare systemic connective tissue diseases, such as idiopathic inflammatory
myopathies (IIMs). It underlines the clinical and immunological heterogeneity of their subtypes, which defines thera-
peutic tactics and prognosis. The diagnostic criteria for [IMs are given. A differential diagnostic algorithm based on
the exclusion of phenotypically similar forms of myopathies of different genesis is proposed.
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Mnanonarnyeckne BoCHANUTE/IbHbIE MHONA-
Tau (M BM) — rpynmna penkux ayTouMMYHHBIX T'e-
TEPOTECHHBIX 3a00JIeBaHUIT HEU3BECTHOM 3THOJIO-
TUU, XapaKTepU3YIOIINXCS BOCTIATUTEIIBHBIM 110~
paxkeHHUEM ITOIIEePEYHO-TT0JI0CATON MYCKYJIATyPhl
U KOXXU, a TaKKe CTeMdUIecKoil OpraHHoOI TTa-
tojorueit [1, 2].

Knunnuyeckas kapruna UBM xapakTtepu3sy-
eTCs TIPOTPECCUPYIOIIEed CUMMETPUYHOU MBbI-
LIEYHOI CJIA0OCThI0 MPOKCUMAIbHBIX OTIEIOB
KOHEUHOCTel (Y4TO BeleT K 00e3IBUXKEHHOCTHU
MalMeHTOB), MBI 1Ieu, Aucharuei, u3MeHe-
HHMEM rojioca (HazoJsanaueli), mapaopoOUTaIbHbIM

0OTeKOM, (hOPMUPOBAHMEM CTUOATEIBHBIX CYXO-
KWJIBHO-MBIIIIEYHBIX KOHTPAKTYP.

IToMuMoO TIepevrCIeHHBIX KIMHUUECKUX
nposiBieHuit, ooumux aass UBM, nabaiogaercs
peHOTUIIMYECKAST HEOAHOPOIHOCTh MX TOATU-
TOB, CBSI3aHHASl C Pa3TUIHBIMU MOpdoJioru-
YEeCKUMU M CEPOJIOTUYECKUMU XapaKTepUCTU-
kamu [3], onpeaeasommuMu 0COOEHHOCTU Ma-
HudecTauuu, TeyeHUsi U IporHosa [4, 5].
dapmakoTrepanus 6a3upyeTcss Ha IpUMEHe-
HUU BBICOKMX 103 ImokokoptukouaonB (I'K;
>1 Mr/Kr/cyT) B cOueTaHUU C UMMYHOCYTIpec-
CUBHBIMU TperapaTaMu. TepaneBTUYeckas Ta-
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KTHKa pa3pabaTbiBaeTCss MHIMBUAYAJIbHO B 3aBUCHUMOCTH OT
noarturia UBM.

Knaccudukauyusa

Boinesnsior yeTbipe 0ocHOBHBIX noaruma UBM [6]:

1. lepmamomuoszum (/[M), BK1104as:

la — knaccuueckuii JIM, B TOM 4ucie, BO3MOXHO,
CBsI3aHHBIN ¢ CUCTEMHBIMU 3a00JI€BaHUSIMU CO-
equHutenpbHoit TKaHu (C3CT) M 3710KayecTBeH-
HBIMU OIYXOJISIMU;

1b — roBeHUABHBIN AepMaToMuo3uT (FOM);

lc — knmuHuYeckuit amuonatuyeckuii JAM (clinical
amyopathic dermatomyositis — CADM).

2. Iloaumuosum (IIM), Bkmovasi:

2a — knaccuueckuii [TM;
2b — HecnienMbUIecKre WM TepeKpecTHbie (overlap)
Muro3uThl, cBsizaHHble ¢ C3CT.
3. AymoummyHnast HeKPOMuU3UPYIOWAst MUORAMUSL, CBSI-
3aHHasI C HOBOOOPA30BaHUSIMU, UCITOJIb30BAHMEM CTa-
TuHoB U C3CT.

4. Cnopaduueckuii muosum c exaruenuamu (inclusion

body myositis — IBM).

B ocroBe noaruno MBM nexat pa3inyHble maToreHe-
TUYecKUe MexaHu3Mbl. Tak, mpu JIM Haunbosee cylecTBeHHOE
3HaYeHME MMEIOT TyMOpaJibHble MMMYHHBIC HapyIICHUS, CBSI-
3aHHBIC C OTJIOKEHHEM UMMYHHBIX KOMILJIEKCOB B MEJIKUX CO-
cylax, ¢ akTUBAIle KOMITJIEMEHTa M pa3BUTHEM BacKyJIOIa-
TUU, COTIPOBOXIAIONIEHCS BOCTIAIUTENILHON MHOWIBTpaIueit
cKeJieTHOH MbIllbl (npeobianator CD4+ T-numdounTtsl, ma-
kpodaru u B-numbouutsr). [Mpu 1M npusHaku BacKyona-
TUW 1 UMMYHOKOMILJIEKCHOTO TTOPaXKeHUST COCYIOB OTCYTCTBY-
[OT; BOCHAJUTENbHBIA WHOWIBTPAT TpPeaCTaBIeH WHBa3uei
CD8+ T-numdouutaMu He HEKPOTU3UPOBAHHBIX MBIIIEYHbBIX
BOJIOKOH, 3KCIIPECCUPYIOIINUX YeJIOBEYECKUM JTIeMKOLIMTapHbII
antureH HLA I knacca [7]. HekpoTusupyoiiass MuonaTus Xa-
pakTepu3yeTcs MpeodaanaHueM HeKpo3a MBIIIIEUHBIX BOJJOKOH
HaJI BOCTaJIuTeNbHON MHOuMIbTpanueir [8]. Cropaanyeckuii
MMO3UT ¢ BKITIOUCHUSIMU SIBJISIETCSI YHUKAIBHBIM COYETAaHUEM
ayTOMMMYHHOTO BOCITaJICHHS ¢ JeTeHepaTUBHBIMU MU3MEHECHU -
sMu. BBISIBISIOTCST Bakyonum3alus W JeMO3UThl aMWIOWIA
B MBILIEYHBIX BoJIOKHaX [9, 10].

KNMHNKO-UMMYHONIOTUYECKME NOQTUNDI

B 80-x rogax XX B. moka3zaHa accollMaliusi OnpeaeaeHHO-
rO CUMIITOMOKOMIUIEKCA ¢ PSIIOM UMMYHOJIOTMUECKUX MapKe-
POB — MUO3UT-CIIEHU(PUIECKUX aHTUTE, TPODUIb KOTOPHIX
SIBJISIETCSI ceposioTUUeCKUM Mapkepom moatuna MBM [11].
Kpowme Toro, B CbIBOpOTKE OOJBHBIX, CTPAIAIOLINX PEBMATHYE-
CKUMHU 3a00JIeBAHUSIMM, COIIPOBOXKIAIOIIMMUCS MBILICUHBIM
MOBPEXIEHUEM, OIPENEIISIIOTCS 1 MUO3UT-ACCOLIMUPOBAHHbBIE
aHTutena [12—16].

KinHUKO-MMMYyHOJIOTYEeCKHE acCOIMAIlUU TIPEICTaB-
JIeHbI B Ta0. 1.

Kaaccuneckuii  depmamomuosum
(TIOATHTI ¢ aHTUTEJIaMU TIPOTHB KOMIIO-
HEeHTa HyKJeocoMbl — anti-Mi-2) xapa-
KTepU3YeTCsl MPOKCUMAaJbHOM MBbIIIeY-
HOI €1ab0CThI0 U TMOPaXKEHUEM KOXU:
SpUTEMA C JIMJIOBBIM OTTEHKOM B Iapa-
opOuTaNbHOI obnactu (puc. 1), MOMKuU-
JIOEPMATOMHUO3HUT OO0JACTU HEKOJIBTE
(puc. 2), apuTeMbl Haj MSACTHO-(haaH-

\
Puc. 1. Mapaop6uTtanbHbIil renIMoTPOmNHbIN
TOBBIMU, TIPOKCUMATBHBIMU U MeXda- 0TEK

JIAaHTOBBIMU CYCTaBaMU KUCTe, HaJ KPYITHBIMU CyCTaBaMU KO-
HeuHocTel (3puTema/mamnyiabl [OTTpoHa), TTOXKOXKHBIM Kajlb-
LIMHO30M, pexe — MaHHuKyautoMm. JM sBisercsa Haubosiee
OnaronpusATHbIM noaTunioMm MBM ¢ xopoluum, Kak npaBuio,
oTBeTOoM Ha Tepanuio ['K.

FOsenuavnviii depmamomuozum. Y nereit [IM xapakTtepu-
3yeTcst, Kak MpaBuiio, 60Jiee OCTPhIM HA4aJIOM W 9aCTBIMM KOH-
CTUTYLIMOHAJIbHBIMU MPOsIBICHUAMU. JloKanu3alus KOXXHbIX
M3MEHEeHUI aHaJlorMyHa TakoBoit npu JIM B3pocibiX, OJHAKO
MOXET HOCUTb 00JIee CTOMKMI 1 BhIpaXkeHHbIH xapakrep. Omnu-
caHa acconmanus ¢ anti-p155/140 u anti-MJ (NXP-2); nipu-
CYTCTBME TIOCIETHMX MOXKET OBITh CBSI3aHO C BBIPAKECHHBIM
KaJbIIMHO30M.

Kaunuveckuii amuonamuueckuii depmamomuozum xapax-
Tepu3yeTcst TATMTMYHBIM U151 [IM mopaxkeHreM KOXXHU TIPU OTCYT-
CTBUU MBILIEYHOM cabocT B TeueHue Goiee ueM 6 mec [17].
B cnygae eunomuonamuueckoeo sapuanma M mipearionaraetcs
BO3MOHOCTb CYOKITMHUYECKOTO IMOPaKeHUs MBIIIIEYHOW TKa-
HM, BBIIBIISIEMOTO TP IIeJIeHAINpaBJIeHHOM OOC/eI0OBaHUT
MapKepoOB MHUO3UTA, BKJIOYAsl MIOJbYATYIO B3JEKTPOMUOIpa-
duo (M-OMT'’), GUoNncul U MarHUTHO-PE30HAHCHYIO TOMO-
rpaduto (MPT) mbii. CADM yaiiie BcTpeyaeTcsl y a3MaTcKo-
ro HaceneHus [18, 19] u accounupoBaH C BBICOKOI 4acTOTOM
obictporiporpeccupymomiero WMITJI (13—14%). I1o3uTuBHOCTD
mo aHtu-CADM-140 (MDAS) aHTuUTenam paccMaTpuBaeTCs
Kak ¢pakrop pucka UIJ [20].

Ta6nuua 1 KnuHuveckuin npounb MuosuT-cneyndnyeckmnx
1 MUO3UT-2CCOLMUPOBAHHBIX AHTUTEN
AuTuTEna YactoTa npu UBM, % KnuHuyeckue accounaumu

Muo3uT-cneuudpuyeckue aHtutena:

Anti-Mi-2 20-30 Knaccuyecknit M
Anti-CADM-140 (MDA5) 50 M B3pocnbIx, MUO3NT-
accouumposarHoe UM
Anti-SAE 5-8 [IM B3pocnbix
Anti-p155/140 40-75 [OM npu oHkonatonoruu
20-25 M B3pocnbix
30 fO[IM (6e3 oHkonaronoruu)
Anti-MJ (NXP-2) 25 FOLIM, TsKenbIvt KanbLnMHO3
Anti-t-RNA synthetase:
anti-Jo1 5-10 ACC
apyrue Peako Beicokas wactota W
Anti-PMS1 Peako 1M B3pocnbix
Muo3uT-accoumupoBaHHble aHTUTENA:
Anti-Ro/SSA 19 ACC
Anti-U1RNP 8 C3CT
Anti PM/Scl (75 n 100 k[a) 2 nw/cca

Npumeyanne. VNI - nHTEpCTMLMANBHOE NOPaXeHNe nerkux, AGC — aHTUCHHTETa3-
HbI cuHapom, CC — cuctemHas cknepoaepmus.

Puc. 2. MoitkunogepmaroMuo3nT
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Muo3um, céasannblil co 310Ka1ecmMEeHHbIMU HOB000PA30-
eéanusamu (onxKomuosum), B ne00Te OOJE3HU MPAKTUYECKU HE
oTIMyaeTcst oT kinaccuaeckoro JAM, pexxe — [IM [21]. Knunau-
yeckasi MaHUMeCTaus OIyXOJIu MOXET HaOJoJaThCsT OTHO-
BpEMEHHO ¢ (hopMHUpOBaHUEM cUMIITOMOKoMmIuiekca [TM/IM
uiu nocsie Hero. OHAKO HAIMYKME PE3UCTEHTHOTO K Tepanuu
KOXXHOTO BacKyJuTa (B TOM YHCJIE SI3BEHHO-HEKPOTUIECKOTO;
puc. 3), nucdaruu u MO3UTUBHOCTH Mo anti-p155/140 ayroaH-
TUTEJaM TIOBBIIIAET PUCK BO3MOXHOTO BBISIBICHHUS OMYyXOJU
[22]. Ctpororo pacripeaeneHus: onpeaesieHHbIX OIyXoJeil Mo
4yacToTe He cyliecTByeT. B crpanax EBpomnbl yaiiie yrioMmmHaeT-
csl paK SIMYHUKOB, B a3MATCKOM MOMYJISIIUA — HOCOTJIOTOYHBII
pak [21, 23].

Anmucunmemasuuiii curndpom (TIOATUTI C AHTUCUHTETA3-
HBIMU aHTUTeNaMu: anti-Jo-1, PL-7, PL-12 u ap.) — onuH u3
Haubosee Tsxkenbix moaturnos UBM [24, 25]. Kpome Mbleu-
HOU TIaTOJIOTUU, XapaKTePHbI KOHCTUTYIIMOHAIbHBIE (OCTPOe
HayaJio, JIMXOpaJaKa, CHUXKEHHUE MAacCChl Tejla) U 9KCTPAMYCKY-
JISIpHBIE TTposiBIIeHMs: peHomeH PeitHo [26, 27|, cumMmeTpud-
HBIIi PEBMaTOUIOIIONO0HBI HE3PO3UBHBIN apTPUT, ITOpaxe-
HUE KOXH JaJloHel U MajbleB KUCTeH MO TUMY «pPyKM MeXa-
Huka». Hamuuue WITJI onpenensier mporHo3 0ojie3Hu [28,
29]. TlpumeuaTtenbHa ¢eHOTUNMYECKass BapuabeJlbHOCTh
u BHyTpu ACC [30, 31]. KninHnueckasi KapTMHa MallieHTOB,
MO3UTUBHBIX MO anti-PL-12 u anti-PL-7 anTutenam, B 00Jib-
el cTereHn accouuupoBaHa ¢ TskeabiM WITJT 1 BeIcOKUM
PMCKOM pa3BUTHUS JIETOYHOM TUTIEPTEH3UU, YEM C MHUO3UTOM
[32-34].

IMo3uTuBHOCTH MauMeHTOB 1o anti-SRP aHTuTenam (aH-
TUTEJIa TIPOTUB YaCTUIL CUTHAJILHOTO PacIio3HABAHWSI) ACCOIIM-
UPYETCS C TSKeJI0l ObICTPONPOrpeCCUpyIolLeii Hekpomuzupyo-
weil muonamueti (B CpeHEM 4Yepe3 5 MeC MOXET HaCTYIUTh
00€31BMXKEHHOCTD) U KapauoMuornarueit. JlaHHbie 00 0coOOeH-
HOCTSIX OpraHHOi MaToJIOrMU OTCYTCTBYIOT |35, 36]. Ymosie-
TBOPUTEIbHBIN MHUILIMAIbHBIN OTBET Ha Tepanuio ['K ¢ mocine-
NYIOIIUM pa3BUTHEM YaCTUYHOM CTEPOUIOPE3UCTEHTOCTH,
a TakXe yacTble 000cTpeHus Ha (hoHe cHUKeHus 103kl ['K 00y-
CJIOBJIMBAIOT TPYAHOCTH TeParieBTUIECKONW TaKTUKM, KOTOpas
TpebyeT paHHETO
MONKITIOYEHU T
MUMMYHOCYMpec-
CHBHBIX Ipera-
paros [37, 38].

Omnpenene-
Ha CBSI3b HEKPO-
TU3UPpYIOUlE N

Puc. 3. $13BEHHO-HEKPOTUHECKUI BaCKYNUT
npn M
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Puc. 4. AMnOTpOHUN MbILLILL NpeanneYbs
(HabntofeHne A.H. XenkoBcKoit)

MUOITIATUX, pa3BUBaloleiics: Ha hoHe MpreMa CTaTUHOB, C aH-
tutenamu anti-200/100-kd anti-HMG-CoA-penyKTasbl.

Muo3sum, accoyuupyrowuiicsi ¢ cucmemMHbIMU 3a601€6aHUA-
Mu coedunumeavnoi mxanu. [1pokcMaTbHasT MBITIIEYHAST CJla-
00CTh MOXET MPUCYTCTBOBATh B KJMHUYecKoi KaptuHe CC/I,
CHCTEeMHO KpacHOW BOJYaHKU, PEBMATOMIHOIO apTpUTa,
curapoMma lllerpeHa u CMCTeMHBIX BaCKYIUTOB. B 1ieioM st
MEePEKPECTHBIX CUHAPOMOB XapaKTEePHBI: BbICOKAs yacToTa (e-
HoMmeHa PeliHo, mosmapTtpuTta, HaOJOIaeTCsl YBeJIUYEHUE
ypoBHs1 KpeaTrHdochokuHasbl (KDK) 1 xapakTepHblie THCTO-
JIOTUYeCKre M3MEeHeHMs1 B Mbluax. ¥ O6onbHbix [IM/CCJ
B CBIBOPOTKAX BBISBISIOTCSI MMO3UT-ACCOLIMMPOBAHHbBIE
PM/Scl-anTtutena. XapakrepHo 6oyiee OBICTPOE pa3BUTHE TO-
JIOXUTEJbHOTO 3(dekra MeHbIUX, yeM Tipu [IM/IAM, no3
K.

Muosum c éxarouenuamu 3aHVUMaeT 000COOJEHHOE MECTO
cpem UBM, mpuHIMITAAIBHO OTINYAsICh KIMHUYECKUMU Xa-
paKTepUCTUKaMU: 6ojiee MeJICHHBIM TIPOTPECCUPOBAHUEM CJla-
60CTH (B TeUeHNE HECKOJILKHX JIET) C BOBJICYCHUEM TUCTATBHBIX
oTIesI0B KoHeuHocTel [39, 40], celeKTMBHOCTbIO U aCUMMET-
PUYHOCTBIO MOPAXKEHUsI OTIPEAETCHHBIX ITPYIIN MbILILL, OoJiee 3a-
METHOI Ha HeJOMMHUpYIoIIeil ctopoHe [41], (puc. 4). PaHHssa
cranust 001e3HU, KaK MPaBUIO0, XapaKTepU3yeTCsl BOBICUEHUEM
YeThIPEeXIJIaBoOil MbIIIIBI Oenpa [42] M mIyOOKMX crubareneit
nanbleB kucreir. [MpusHaku aucdarum HaGmonawores y 70%
OONBHBIX [43, 44|, omHAKO pa3BUBAIOTCSA 3HAYUTEIHHO MEIJICH-
Hee, yeM mipu [IM/IM. YoemuTenbHBIX MAHHBIX O Pa3BUTUU
KaparomMunatuu Het [45, 46]. TIpumevarebHO, YTO KapTHHA
u-OMI npencraBieHa coueTaHUEM MMOMATUYECKUX U HEUpo-
MaTUYECKUX MOTeHIIMAIOB. [lopaskeHue TbIXaTeIbHOM MyCKyJIa-
TYpPHI SIBJISIETCSl HauboJiee pacIpoCTpaHeHHON MPUIMHON CMep-
™1 [47]. HeGnaronpusiTHbIM MPOrHO3 CBSI3aH C PE3UMCTEHTHO-
crbio K 'K 1 gpyrum cpencrBam papmakotepanuu, 3pdekTrn-
HBIM TTpH KJ1accuueckux ¢opmax UBM [41, 42].

[InarHocTHYECKNE KPpUTEPUM

OCHOBOIIOJIATAIOIMMY  TUATHOCTUIECKUMU KPUTEPUSI-
mu [IM/JIM sasasttotest kputepuu A. Bohan u J.B. Peter 1975 1.
[48, 49]:

1. Crienuduueckoe mopakeHue CKeJIETHON MYyCKyIaTy-
pBI: CUMMETPUYIHAST CJIa00CTh TPOKCUMAIBHBIX MBI KOHEY-
HOCTei, HapacTalolasi B Te4eHHe HECKOJIbKUX Helelb — He-
CKOJIBKMX MECSIIICB.

2. XapakTepHble KOXXHbIE U3MEHEHUSI.

3. u-OMI: yMmeHbllIeHUEe UTUTEJILHOCTA M aMIUIUTY/IbI
noteHLManoB aurateabHbix eauHull (I1E), cnoHTaHHas ak-
TUBHOCTb B BUJIE TTOTEHLIMATIOB (hUOpUII-
JISIIIAY Y TTOJIOKUTEIbHBIX OCTPBIX BOJIH.

4. Tucronornyeckue M3MEHEHMS
(HEeKpo3 M BoOCHaIUTEIbHAsT WH(MUIBT-
paLyst MBIIIIEYHBIX BOJIOKOH).

5. Moseimenue ypoBHeit KOK,
nakrataerunporeHassl (JIAI'), amaHuH-
amuHoTpaHchepasbl (AJIT), acraprar-
amuHoTpaHcdepasbl (ACT) u abaosasbl.

B 1997 . I.N. Targoff u coasr. [50]
NpeMIOXUIN 100aBUTh B KPUTEPUU
JNaHHbIE O MMO3UT-CIEUM(MUUECKUX aH-
TtuTenax. B mocnenHue roasl paspadbora-
HbI HOBbIe Kputepun [TM/IM [51, 52],
OIHAKO BO3MOXHOCTh MX TTPUMEHEHUS
B KJIMHMUYECKON MpaKTUKE HYXKIACTCS
B MOATBEPKACHUM.
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[AnarHocTuka

Pannsist mocraHoBKa MarHo3a v olieHKa HaJTuuusi/Bbipa-
JKEHHOCTU OPTraHHOl IMAaTOJOTUH, B MEPBYIO OYEPEdb JIETOU-
HOI, CITOCOOCTBYIOT ONITUMM3AINU (hapMaKOTeparuu 1 yiryd-
IIEHUIO TTPOTHO3a OOJIE3HM.

Heobxonumoe y1abopaTOpHO-MHCTPYMEHTAIbHOE 00Ce-
JIOBaHUE, MPOAUKTOBAHHOE [TUATHOCTUYECKUMU KPUTEPUSIMU
WBM, Bxmmouaet: onpenencHue yposHeir KD®K, JIAT, tpaHc-
amuHa3 AJIT u ACT u anbnonassl, a Takxe npoeaeHue u-OMTI
1 MOPGOJIOTMYECKOTO MCCIIEIOBAHMST IIPOKCUMATbHOM MBITIIIIBI.

B peaxux ciayyasix (4aie mpy TOKCHYECKOM MOpPaKeHUU
MBILIEYHO! TKaHU) MOSIBJIEHUE MUOTJIOOMHYPUU B O0ILIEM aHa-
JIN3€ MOYM CBUJIIETELCTBYET O padbaoMuonuse [53].

st BeIsIBIeHUsT Muo3uT-accounnpoBanHoro MITJ He-
00X0IMMO TIPOBeIeHNE KOMITbIOTEPHOI TOMOrpacduu ¢ BBICO-
kuMm paszperieHueM (KTBP) u uccinenosanue pyHKIIMKM BHEII-
Hero neixanust (PBJ1) ¢ onpenenenueM nuddy3nOHHOM CITO-
cobnoctu nerkux (A CJI).

ITpu KTBP, B 3aBUCMMOCTH OT CTETIEHU TTOPaXKeHMUSI, OIl-
PENeSIIoTCsI: HepeTyJISIpHbIe IMHEeTHbIe TeHW, KUCTO3HBIE ITPO-
cBeTJIeHMsI, (hOKaTbHbIE OYard CHIDKEHUs MPO3PAYHOCTH Jie-
TOYHBIX TTOJIEH TI0 TUITY «MaTOBOTO CTEKJIa», YTOJIIIeHEe OPOH-
XUaJIbHBIX CTEHOK U (OPMUPOBAHUE «COTOBOTO JIETKOTO»
(puc. 5, a). Haubosnee BbIpakeHHbIE UBMEHEHMS BBISIBJSIOTCS
B Oa3aJIbHBIX U CYOIIEBpaIbHBIX OTaeaxX (puc. 5, 6) [54].

®BJI xapakTepu3yeTcsl CHUXeHHEM (OPCUPOBAHHOM
Kn3HeHHoU emKoctu Jerkux (P2KEJT), oobema hopcrupoBaH-
Horo Bbioxa 3a 1 ¢ (O®B1) u ACJI. CnabocTh IbIXaTeIbHBIX
MBI TPUBOAWT K CHIKEHUIO OOIIeil eMKOCTH JIerKWX
u O®XKEJI, MakcMMaabHOTO SKCIMUPATOPHOTO W MHCIIUPATOP-
Horo nmaeieHust [55] mpu HopMmanbHbIXx O®BI, muddysun,
a TaKxXe aJIbBEOJISIPHO-apTepUaIbHOTO TpaaueHTa 1o O,.

[IporHocTrYecKM HEGIATONPUSATHO CHIDKEHUE TIapaMeT-
POB, OTPaXKaIOIIUX CUTy PECITUPATOPHBIX MBIIII (MaKCUMaTh-
HOE 9KCMUPATOPHOE U MHCIUpaTopHOoe naBieHue) Ha 30% ot
Hopmbl, ®XKEJT Ha 55% u JACJI Ha 40%. Chuxkenune ACJI
(£50%) MoxeT GbITh aCCOLMUPOBAHO C Pa3BUTUEM JIETOUHOM
apTepuaibHON TUIIEpTEH3UN [56].

MPT Mblii1 TPOKCUMAJIbHBIX OTAEJIOB KOHEYHOCTEH Mo-
3BOJISIET OTIPENIEIUTD JTOKATU3AINIO U XapaKTep MBIIIIEYHON Ta-
TOJIOTUU,  CIIO-
CcOOCTBYSl OMNTHU-

Puc. 5. KTBP 6onbHoi ¢ ACC (a, 6)

Puc. 6. MPT 6egep. a — CUMMETPUYHbIIA
0TeK MbILUEYHON TKaHU; 6 — amuoTpons,
)KMpOBas MHBOMOLMSA

MM3alnu Beibopa Mecra Oworicuu. [lpu [IM/IM BbipaxkeH-
HOCTb CUMMETPUYHOTO oTeKa musclus quadriceps (vastus later-
alis u vastus intermedius) [57] (puc. 6, a) KOppeaupyeT ¢ ImoKa-
3aTeNiIMU aKTUBHOCTU 3abosieBaHus (ypoBeHb KDK, manHbe
n-OMI). KupoBasg MHBOJIOUUS WU CKJIEPO3 HAOIIONAIOTCS
mipu xpoundeckux [IM/JIM, kak ripaBuiio, Ha (poHe paHee Ipo-
BOIMMOU HealeKBaTHOU Tepanuu (puc. 6, 6). MPT mbim ur-
paeT BaXKHYIO POJIb B TMArHOCTMKE CITOPATMIECKOTO0 MMO3MTA
C BKJIIOYEHUSIMU, [UISI KOTOPOTO XapaKTEPHBI CEJIEKTUBHOCTh
¥ aCUMMETPUYHOCTb MopaxkeHus [41], 3aTparusaloiiero B rep-
By10 ouepenb m. quadriceps (vastus intermedius u vastus medi-
alis), Tpy MTHTAKTHOCTH rectus femoris u 3aaHeit TPYIITBI MBIIIILT
6enpa [58, 59]. Kpome Toro, MPT mo3BossieT UCKITIOYUTH MOsIC-
HUYHO-KOHEYHOCTHBIE MbIledHble quctpoduu (ITKMJI) [60].

Kamuispockonuiaeckoe nccienoBaHne OKOJTOHOTTEBO-
TO JIOXXa B aKTUBHBINA TTepHO OOJe3HU BBISIBISIET YBEIUUeHUE
pa3mepa KanwuIsipoB, UX N€30praHU3alMio MO TUMY «KYCTO-
BUIHBIX» U HEOAHTUOTeHe3 (puc. 7).

OudpchepeHunanbHan AUArHocTUKa

ITonumopdusm dopmupoBaHuss CUMITOMOKOMILIEKCA
00JIE3HU U €€ TeUeHUsI MPU pa3TnuHbIX moaTunax UBM 3arpyn-
HSIET TUArHOCTHUKY, YTO MPUBOAUT K HEOOOCHOBAHHOM Tepanuu
I'K u1 ipyrumMu “MMyHOCYTIpeCCUBHBIMU TTpernapatamu. He ciy-
YalfHO B KJIaCCU(DUKAITMOHHBIX KPUTEPUSIX BBIACICHBI «KPUTE-
pMM UCKITIOYeHUsI» (TabJl. 2) KIMHUYECKHA CXOMHBIX 3a00yieBa-
HU, COTTPOBOXIAIOIINXCST MBIIIEYHO CITA00CThIO B COUECTAHUN
¢ 1abopaTOPHO-UHCTPYMEHTATLHBIMA MapKepaMy MHOIIATUH.
Hanpumep, sckanauus ypoBHst KOK 1 «MBIIIeUHBIC» U3MEHE-
HUsE TI0 1-OMT CBUIETETLCTBYIOT O MBIIIIEYHOM TTOBPEXICHUN
1 HaOmopatorcs, nmomumo MBM, npu upesMmepHoit (usnue-
CKOIl Harpyske, CYIOPOXHBIX CHHApPOMax, MeTaOOJIMYECKUX
MMOIAaTUSIX, SHIOKPUHOIATHUSAX, MBILIEUYHBIX AUCTPOMUIX
U APYTUX MUOMATOJOTMYECKUX COCTOSIHUSIX.

OO0BbeKTUBU3ALIMS TPOKCUMAIbHOM MBIIIEUHON ¢c1abocT
IyTeM MaHyaJIbHOI'O MBIILIEYHOTO TeCTUpOBaHus [61] mo3BossieT
nuddepeHIIMpoBaTh €€ OT 00IIIeH CTa00CTH WIIN YTOMIISIEMOCTH.

JuddepeHINaTbHYIO TUAarHOCTUKY CJIEAYeT IPOBOIUTH
COTJIAaCHO TIPUHIIUITY, TIPeAICTaBIEHHOMY Ha puc. 8.

Takum o6paszom, usyuenue MBM sBrasiercss MmHOrormia-
HOBOI1 Mpo0JiIeMOoii, YTO ompenesiercsl Kak ee (peHOTUnuYe-
CKOIl HEOTHOPOIHOCTBIO, TaK U CJIOKHOCTBIO JTUATrHOCTUKH.
3HaHWe KiIacCcu(DUKAIMOHHBIX KpUTe-
pUEB SIBJISIETCS BaXKHOM cocTaBsIIoIIEei
CBOEBPEMEHHOI TMArHOCTUKU W, CJe-
JloBaTeJbHO, OIpeaesseT Oojee yc-
MEUIHYI0 TepareBTUYECKYI0 TaKTHUKY,
yJIydiliasi MpOTHO3 M KauyeCTBO XU3HU
MalMEeHTOB.

Puc. 7. LLinpokononbHas Kanunnspockonus
(HabntopeHne P.T. AneknepoBa)
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Ta6nuua 2 Knaccndukaunonusie kputepun J.E. Hoogendijk, A.A. Amato, 2004 r. [51], European Neuromuscular Centre (ENMC)

I'pynna kputepues Kputepun

1. Knunnyeckne Kputepnn BKIKYEHNS:
(a) Hayano nocne 18 net, B nocTny6epTaTHOM NEPUOSE, OfHAKO Y AeTeit MOXeT pa3Butbcs [IM unun Hecneunuyecknini Muosut
(b) MopocTpoe nnu nocTeneHHoe Ha4ano
(c) XapakTep cnabocTu: CUMMETPUYHas NPOKCUManbHas > auctansHas. Crnbarenu wew > pasrubatenu Lwen
(d) TunuyHas ans OM cbinb: rennoTponHas nepuopbuTanbHasn apuTema; nanynbl Uan aputema FOTTPOHA: Haf, NPOKCUMaNbHbIMM
MexX(anaHrosbiMu 1 NACTHO-(DANAHrOBbIMM CycTaBamu, apuTema Ha rpyau u wee (V-3Hak), B 0611aCTU BEPXHER YacTu
CMUWHBI («LUanb»)
Kputepnn ncknYveHns:
(a) He xapakrtepHble pns IBM knunnyeckmne npusHaku (cm.: Griggs R.C. et al., 1995 [52]): npeo6naganne acMMMETPUYHOR AUCTaNbHON
MbILLIEYHON CnabocTu
(b) Cna6ocTb napaop6uTanbHbIX MbILLL, U30MMPOBAHHAS AN3aPTPUs, CNaboCTb MbilL pa3rnbateneii wem > crubarenei
(c) Tokcuyeckas muonarus (Hanpumep, HeaBHee NPUMEHEHNe HAPKOTUKOB), AEKOMMEHCUPOBAHHASA 3HAOKPUHONATISA
(rvnep/runoTnpeos, runepnapatupeos), aMUIoN03, CEMEHbIN aHaMHE3 M0 MbILLEYHbIM AUCTPOUAM UK MPOKCUMANbHBIM
MOTOPHbIM HEBPONATUAM
2. MNosbiweHune yposHs KOK B CbIBOPOTKE KPOBM
3. Opyrue (a) n-aMr
nabopatopHble Kputepnn BKIKYEHNS:
(1) CnoHTaHHas akTMBHOCTb B BUAE NOTEHLMANOB PUOPUANALMK, NONOXKMUTENBHBIX OCTPbIX BOMH UK COXKHBIX MOBTOPSHOLLNXCA Pa3psaoB
(Il) YmeHbLueHune gnutensHoctit MOE u cHWKeHWe ux aMnanTyLbl
Kputepnn NCKI0YeHNA:
1) MuoToHnyeckne paspsabl N03BONAKT NPESMNON0KUTL MUOTOHNIO/MUOTOHUYECKYHO AUCTPOCUI0 NN KaHanonaTnio
1) BoicokoamnnutygHble MAE yBenuyeHHO! LNTENbHOCTY
1) OtcyTcTBre IMI-3meHeHui
) MPT: andhdpy3aHblin Unu NSTHUCTbIA NOBBILIEHHbIA CUrHan (0TeK) MbILLeYHON TKaHu B pexume STIR
(c) Muno3auT-cneunduyeckne aHTUTENa B CbIBOPOTKE
)

4. Mopdonoruyeckne (a) BocnanutenbHblil MHGUIbTPAT (T-KMNETKK) B 3HAOMU3NN, OKPYXKAIOLLMIA 1 MHBA3UPYIOLLNIA HE HEKPOTU3NPOBAHHbIE MbILLEYHbIE

(b) CD8+ T-kneTku B 3HLOMU3MM, OKpYXatoLime (6e3 LOCTOBEPHON UHBA3MM) HE HEKPOTU3MPOBAHHbIE MbILLEYHbIE BOIOKHA

Unn noscemecTHas akcnpeccus HLA |

(c) NepudpacumkynspHas atpodusa, MHULTPALNS BOCTANUTENbHBIMY KNETKamMu

(d) OtnoxxeHne mem6paHOATaKyHOLLEro KOMMEKCA B KANUAspax, Unu yMeHbLUIEHWe NAOTHOCTY Kanunmspos,

Unu Ty6YnopeTUKynsipHbIe BKIIOYEHNS B 3HAOTENMANbHBIX KNeTKax, unn nepuacumkynapHas akcnpeccus HLA |

(e) NMepuBackynspHas, nepuMu3nanbHas BOCNANNTENbHAA KNETOYHAA NHAUILTpaLmMs

(f) HebonbLUOE Konn4ecTBO CD8+ T-KNETOYHbIX MHPUALTPATOB B 3HAOMU3UM, KOTOPbIE HYETKO HE OKPYXatoT

1 He MHBA3NPYIOT MblLLUEYHbIE BOIOKHA

(g) MHOXeCTBO HEKPOTU3MPOBAHHBIX MbILLEYHbIX BOMIOKOH — rMaBHas Mopdonornyeckas Yepta. CKyaHble CKOMIeHNs BOCNANMTENbHbIX
KNETOK NepuBacKynapHo, NepUMU3NANBHO UK UX NONHOE oTCyTCTBME. OTNOXEHNE MeMOpPaHOATaKYOLLEro KoMnnekca

Ha 3HAOTENNANLHOM MeMOPaHe KanunnapoB, HO Manoe KONMYECTBO UMK OTCYTCTBUE TYOYNOPETUKYASPHBIX CTPYKTYP

(h) Bakyonu ¢ 04epy4eHHbIMI KpasiMi, «paBHbIe» KPACHbIE BOMOKHA, LMTOXPOMOKCUAA30HEraThBHbIe BOIOKHA NO3BONSIOT
MPEANON0XKNTE MO3NT C BKITIOYEHNAMI

(i) OTnoxeHne MembpaHoaTaKyHoLLEro KOMNIeKca Ha CapkoNemMMe He HEKPOTU3MPOBAHHBIX BOSTOKOH U ipYrue YKa3aH!s Ha MbILLe4Hble
ANCTPOUN C UMMYHONATONOrMER

Wntepnperauus aaHHbIx
noaumMuo3nT

[locTosepHblit MM 1. Bce KIMHWYecKne KpuTepuu, 3a UCKIYEHNEM CbInu
2. MMoBbiweHune yposHs KOK
3. [pyrue nabopatopHble KPUTEPUM BKIKOYEHUS «@, b, C»
4. MbiwweyHas 61oncus BKITIOYAET «a» U UCKIOYaeT «c, d, h, i»
BepostHbiit MV 1. Bce KIMHUYECKMEe KpUTEpUK, 38 UCKITHOHEHNEM CbInK
2. TloBblweHne ypoBH KOK
3. [pyrue nabopatopHble kputepum (1 13 3: «a, b, ¢»)
4. MbiweyHas 6uoncus BKIOYAET «b» 1 He ucknoyaer «c, d, g, h, i»
JEPMATOMMWO3UT
[NocToBepHbiin M 1. Bce KnMHMYeCKMe Kputepum
2. MNosbiweHune yposHs KOK
3. [Opyrve nabopatopHble KPUTEPUN BKITKOYEHNS «a, b, C»
4. Kputepun 6MONCUN MbILUL, BKKOYAKT «C»
BeposTHbiin M 1. Bce KIMHU4ecKue Kputepum
2. MbiweyHas 6uoncus «d» unm «e», unn nosbieHne yposHa KOK, unu gpyrue nabopartopHslie kputepun (1 u3 3)
Amuonatuyeckuin M 1. TunuyHas ans OM cbinb (rennoTponHas Cbinb, «AeKONbTE», «LUanb», CUMATOM/nanynsl FOTTpoHa)
2. buoncus Koxu: pesykuns KanunnsipHom CeTu, OTNOXEHUe MeMOPaHoaTaKyHoLLEero KOMMeKca Ha Kanunnsapax
11 BAONb iepManbHO-3M1AepManbHOro CoeANHeHNs, BapuabenbHasa KepaTMHOLMTHAS KapTHAa MeMOPaH0aTaKyHLLero Komnnekca
3. OTCyTCTBUE MbILLIEYHOI CnabocTu
4. HopmarnbHbiii ypoBeHb KOK
5. HopmanbHas 3MI-kapTuHa
6. buoncus mMbllwLbl He COOTBETCTBYET BEPOATHOMY UnK focToBepHOMY M
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Mpoponxenue tabn. 2

I'pynna kputepues Kputepun

BoamoxHbIin M 1. Bce KNUHMYeCKMe KpUTEpUK, 3a UCKITIOHEHIEM Cbinn
63 NOPKEHUS KOXM 2. MNosblweHune yposHs KOK

3. Opyrve na6opatopHble kputepuu (1 n3 3)

4. MbiwweyHas 61oncus BKIMOYAET «C» UK «d» U UCKNKOYAeT BCe OCTaNbHble
Hecneuunduyeckuii 1. Bce KNUHUYECKUe KpUTEpUM 32 UCKOYEHNEM ChIMU.
MNo3UT 2. MNo.blweHune yposHs KOK

3. Opyrue nabopatopHble kputepum (1-3)

4. Kputepuu MbILLEYHON 6MONCUM BKIKOHAIOT «€» UAN «f» 1 UCKMI0HAIOT BCE OCTaNbHbIe
iImMmyHoonocpeaoBaHHas 1. Bce KNMHMYECKNE KpUTEPUU, 3@ UCKITHOHEHNEM CbIMiA
HEKPOTU3MPYHOLLas 2. MNosblweHune ypoBHs KOK
muonarus 3. Opyrue nabopatopHble kputepun (1 n3 3)

4. MbiwweyHas 610NCKUs BKITIOYAET «@» W UCKKOYAET BCE OCTaNbHble

06beKTUBHASA MbIlLEYHas cnabocTb (MOATBEPKAEHHAA MaHYaNbHbIM TECTUPOBAHUEM BPaya)
leHepanu3oBsaHHas JloKanu3oBsaHHas 06was comatuyeckas natonorus

« KapaunonynbMoHasnbHble 6051e3HM
* AHemus
+ XpOoHuyeckas nHdekuns
* Manuruusaums
« [lenpeccus

« Kaxekcus
» MwacTteHus (ycunusaercs npu Harpyske)
« [lepnognyeckuii napanuy

CummeTtpuyHas

Acummetpuitas « [leTPEHUPOBAHHOCTH
* PernoHapHble HeBPOIOrM4eckine 3a60eBaHNs / - ApTpHTLI
* Llepe6poBackynsapHas 601e3Hb - OubpoMHanTis
1N 60M1e3Hb CMMHANBHOM XOPAbl MpokcumanbHas

+ [emuennunaunpytowme 3abonesaHus
+ KomnpeccuoHHas Heliponartus
* MOHOHeiponaTns/MHOXECTBEHHbII MOHOHEBPUT
* AmnoTpoum oT 6e3faeiicTens

« [IM/OM
« [porpeccupytoLime
MblLLEYHbIE ANcTpocnn
» MuacteHus

T

MNepBuyHO-MbiLIEYHbIE M3MEHEHUS no U-3MIT
1. Ucknroynts: TIKM[, meTabonnyeckue, 3HLOKPUHHbIE, IEKAPCTBEHHbIE 1 ApYriie MUONaTui
2. lpoBectn aHanu3 ocTpOTbI MUO3HTA:
* ypoBeHb KOK
» 1-9MI (Hannune nokasartenei BoCnaneHns)
* Mopdponorus (BocnannutenbHas MHGUALTPaLms)
+ KJIMHUYECKM: HApPACTaHe MbILLEYHOIA CNaboCTI B TeHEHNE HECKONbKNX HefleNlb — HECKOMbKIX MECSLEB

IucTtanbHas
« [Nepuchepuyeckas Herponarus
* b01e3HN MOTOPHbIX HEPOHOB

HeBponoruyeckue unu cuHanTuyeckue
HapyLweHus (AeKPEMEeHT-TECT)

Puc. 8. [lnarHocTuyeckun anroputm 0cmotpa 60/1bHOr0 C MbILLEYHOM CaboCTbio

IIpospaunocmo uccaedosanus

Hcceaedosanue ne umeno cnoncopckoii noddepycku. Aemop
Hecem NOAHYI0O OMEEMCMEeHHOCMY 3a npedocmasienue oKoH4a-
MeAbHOU 6epcuu PYKONUCU 8 Nevamo.

Jlexaapayus o punancoswix u opy2ux 63aumMoomHoOueHUAX
Oxonuamenvhas eepcus pykonucu Obiia 0006peHa agmo-
DPOM. ABMOp He noAyuan 20HOPAp 3a CIMAMbylo.
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Bonpocbl ans camokoHTpong

1. OTMYUTETbHBIM NPU3HAKOM MHUO3UTA C BKINOYECHUAMHA ABJIACTCA:

A. TlopaxeHue MPOKCUMAIbHBIX OTIEIOB MBIIIIIL

B. BonieueHue MpeuMyILIECTBEHHO TUCTATbHBIX OT/IEIOB
MBIILILL

B. SI3BeHHO-HEKPOTUYECKUI BACKYIUT

I CuMMeTpUYHOCTh MOpaKEeHUs

J. Boicokue 3HaueHuss KOK

2. OcHnoBHoii Mopdoaormyeckoii xapakrepuctukoii JIM sisisiercs:
A. KomrieMeHT-3aBUCMMAasi MUKPOAHTUOTIATHSI,
BeyLLasl K pa3pyLeHUIO KaluuisipoB
B. MHoXecTBeHHbIE 0Yary BOCTIaJIeHUs B 9HIOMU3WUH,
rae BeisiBsiiorest CD8+ T-kietku
B. Hakonenue B-aMuionia v ero npeaieCTBEeHHUKOB
B MBIILIEYHBIX BOJOKHAX
I.  Poixible KpacHble GUOPUILISIPHBIE CTPYKTYPHI C OOIBIIUM
KOJMYECTBOM MUTOXOHAPUI U oTcyTcTBUeM JITHK
JI. WHbunsTpaThl U3 MakKpodaroB mpu OTCYTCTBUM T-KJIETOK

3. HauGounee 6;1aronpusiTeH NPOrHOCTHYECKH:
MMUO3UT ¢ BKITIOUEHUSIMU

Muosut ¢ SRP-antutenamu
HekpoTusupyioiuast MuonaTust

JM c antutenamu Mi-2

ACC

Homse

4.

Fowowerr HOR®P

KoHCTUTYHMOHAIbHBIE NPOsIBIeHUs1 (JINXOPAAKA, CHIIKEHHE
Macchl TeJia, nosbinieHne COD, ypoBus C-peakTHBHOTO 0eJiKa)
HauOoJiee XapaKTepHbI JJIs:

1oaM

M

JIM y B3pOCIBbIX

[porpeccupyonx MbIIIEYHBIX AUCTPODUIL

Muo3suTa ¢ BKIIOYEHUSIMU

AHTHCHHTETA3HbIM AHTUTEJIAM OTHOCATCS:
anti-Mi-2
anti-SRP
anti-PL-12
anti-U1-RNP
anti-200/100-kd antu-HMG-CoA-penykrasza

. HauGousee TsKebIM 3KCTPAMYCKYJISAPHBIM NOPAXKEHHEM,

xapakrepubiv aist [IM/IM, siBasieTcs:
ITopaxeHue moyexk

IMopaxeHnue ria3

IMopaxeHue cycTaBoB
TMopaxenue LIHC
DubPO3UPYOIINIA ATEBEOTUT

Fowee»
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