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PE3IOME

K. U. HUorosa, E. I'. Cepeeesa, O. A. beprkosuu,
C. H. luenuna, E. 1. bapaHosa

PoAb penenTopoB aKTUBaTOpa MpoAU(Eepanuy NepoKCH-
coM-aab(da 1 raMMa-2 B IEPBUYHOI M1 BTOPUYHO PO uAaK-
THUKE aTepoCKAepo3a

O0630p AUTepaTyphl HOCBSAIIEH IaTOreHe3y aTepOCKAepO3a
U ITaTOT€HeTUYeCKUM MeXaHU3MaM, OIIPEASASIONINM 3HaUeHue
penentopoB npoaudepanuu nepokcucom (PPAR) B atepore-
Hede. PPAR-aab(a 1 raMMa-2 IpeACTaBASIIOT COOOM sIAepHBIE
pelenTopHl, PeryAupyIoliue 0OMeH AUIIUAOB, TAIOKO3BI U M-
MYHHOE BOCIIaA€HHME B COCYAUCTON CTeHKe U WIrpaioT
CYILIIECTBEHHYIO POAB B ITaTOTeHe3e aTepocKkaepo3a. Tra3oau-
AUHAUOHBI, hUOPATH], OMera-3-IIoANHEeHACHIIIeHHbIE JKUPHbIE
kucaoThl (ITHXKK), ctatusb 1 arerantasap, Banss Ha PPAR-
anba U ramMMa-2, MOT'YT NPeAyIpeKAATh pPa3BUTHE M IIPO-
IrPeCCUpPOBaHUE aTEePOCKAEpPO3a M HCIIOAB30BATLCS AAS Iep-
BUYHOM U BTOPUYHOM IPOPUAAKTUKH aTePOCKAEPO3a.

KAaloueBble CAOBa: pellelITOPEI aKTUBAaTOPa IIpoArdepauu
nepokcucoM, PPAR, THa3oAMAUHAUOHBI, (puOpaThl, oMera-3-
IMHOKK, cTaTuHEbL, arerAnuTasap.

SUMMARY

Z. I. lonova, E. G. Sergeeva, O. A. Berkovich,
S. N. Pchelina, E. I. Baranova

Role of peroxisome proliferator-activated receptor o and
Y-2in primary and secondary prophylaxis of atherosclerosis

Literature review is devoted to the pathogenesis of athero-
sclerosis and pathogenetic mechanisms that determine the
value of peroxisome proliferator-activated receptor (PPAR) in
atherogenesis. PPAR aand y-2 are nuclear receptors that re-
gulate lipid and glucose metabolism, and immune inflammation
in the vascular wall and play a significant role in the patho-
genesis of atherosclerosis. Thiazolidindiones, fibrates, 3
polyunsaturated fatty acids, statins, and aleglitezar, affecting
PPAR o.and 7-2 can prevent development and progression of
atherosclerosis and may be used for primary and secondary
prophylaxis of atherosclerosis.

Keywords: peroxisome proliferator-activated receptors,
PPAR, thiazolidindiones, fibrates, ® -3 polyunsaturated fatty
acids, statins, aleglitezar.
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COBPEMEHHDIE ITPEACTABIJIE-
HHUA O PALll/lOHAJIbHOFl AH-
AI'HOCTHKE H JIEYEHHH [1PHU-
OBPETEHHOHW MHWACTEHHH.
YacTtb 1: aMarHocTura

Kadeapa nedpororuu u acpcpepeHTHON Tepanuy BoeHHO-MeAUITMHCKON
akapemun umenu C. M. Kuposa; kadeapa HepBHBEIX O0Ae3Hel BoeHHO-
MeAUMHCKOM akapemum nMeHu C. M. Kuposa, CaukT-IleTepOypr;
KadeApa HEBPOAOTHU U MaHyaAbHOU MeAuIIUHEL [ TepBoro CaHKT-TTeTep-
GYypPrcKOro rocyAapCTBEHHOTO MEAUIIMHCKOTO YHUBEPCUTETa IMEHH aKa-
Aemuka U. I1. [TaBroBa
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Muactenus (myasthenia gravis), uAu OOAe3Hb
Opba—TloappdramMa — AJKOAM, — ayTOUMMYHHOe
HEPBHO-MBINIIEYHOE 3a00AeBaHME, B OCHOBE KOTOPO-
T'O A€JKUT ayTOarpeccusi TyMOPaAbHOTO UMMYHUTE-
Ta B OTHOIIIEHUY SA€MEHTOB HEPBHO-MBIIIIEYHBIX CH-
HAIICOB U BHYTPUKAETOUYHBIX CTPYKTYP MBIIIEYHBIX
BOAOKOH (@aHTUTEAA K al[eTUAXOANHOBBIM PEeIlenTo-
paM; MBITIIeYHOM CIieln(pruIeCKOU TUPO3NHKHUHA3E;
0eAKy-4, CBI3aHHOMY C PeIrenTopoM AUTIOIPOTEN-
HOB HU3KOU IAOTHOCTH; PUAHOAVMHOBEIM PEIIeNnTOo-
paM; TUTUHY U @HTUTe€HaM CKEeAETHOW MYCKYAQTYPHI).
TouHBle TPUYUHBI AYTOUMMYHHBIX IIPOIECCOB
IIpY MUACTEeHUM HEM3BECTHHI, HO HECOMHEHHOE 3Ha-
YyeHWEe UMEeIOT aHOMAaAWM BUAOYKOBOM >KeAe3bl
(runepnaa3ug U HeollAa3ud), OCOOEHHO y MaljueH-
TOB C @HTUTEAAMH K alleTUAXOAMHOBBIM perjenTopaM
(A11XP), a Tak>Ke reHeTHYEeCKasd IPEeAPaclOAOKEH-
HOCTb.



OB30Pbl H JIERUHH

Boasbioe pasHoOOpa3ue KAMHUYECKUX IPOSIBACHUN
MHACTEHUU ¥ aCCOLIMUPOBAHHEBIX C HEM COCTOSTHUU
TpeOyeT BEIAEAEHUS [IaTOreHeTUYeCKUX IIOATUIIOB Ha
OCHOBAHUU PACIPOCTPAHEHHOCTHU MEILIEYHOM CAQ00-
CTH (TAa3Has U TeHEePpaAM30BaHHas POPMEI), BO3pacTa
Havana 3a00AeBaHUsA, AaHOMAAUU TUMYCa U THIIA CIIe-
IMpUIEeCcKUX ayToaHTUTEA. BEIAeAeHe KAMHUYEeCKHUX
IIOATHUIIOB AQHHOT'O 3a00AEBaHUS II03BOAUT ONITUMU3U-
pOBaTh A€UeOHYIO CTPATETUIO U IIPOr'HO3.

IMeab nccrepoBaHUA — OOOOIIUTD TEKYIIUE CBEAL-
HUS 00 3IMAEMHUOAOTUY, KAUHUYECKO-UMMYHOAOTH-
YeCKUX KOPPeASIIUAX, AMarHOCTUKE (4acThb 1) 1 coBpe-
MEHHBIX CXeMaX Tepalluu IpUoOPEeTEeHHOU MUACTEHU I
(actp 2).

OO0wmasa 3a00AeBaeMOCTb U PACIIPOCTPAHEHHOCTh
MMACTEeHNH 38 PyOe’KOM OCHOBBIBAETCS Ha 55 UCCAe-
AOBAHUAX, IPOBEAEHHEIX B epuop ¢ 1950 mo 2007 r.,
IIpXU 3TOM OOOOIIeHHAsA 4aCTOTa 3a00AEBaHUA COCTA-
BuAa 0,53 Ha 100 000 HaceAaeHUd B r'OA, @ paCIIpoCTpa-
HEHHOCTb — 7,77 caydaeB Ha 100 000 HaceaeHms [13].
B Poccutickoit Depepaliuu orleHKa 3a60AeBaeMOCTHU
U PaCIpOCTPaHEHHOCTH HOCUT He CUCTeMHBIN XapakK-
Tep U IIpeACTaBAeHA OTAEABHBIMU IIONYASITHOHHBIMU
nccaepoBaHmsIMH. Tak, B MockoBcKoM ooaacTu ¢ 1980
o 2002 r. vacToTa 3a00AE€BaHUS MUACTEHUEN BapbU-
poBana ot 0,42 po 0,03 Ha 100 000 HacereHUd, a pac-
npocTpaneHHOCTh B 2002 1. coctaBuAa 8,96 Ha 100 000
HacenaeHwnd [3]. B CapaToBckoi 06AaCcTH pacopocTpa-
HeHHOCTB cocTaBuAa 9,7 Ha 100 000 HaceareHus [5];
B Peciybanke Bamkoprocran — 6,6 Ha 100 000 Hace-
Aenws [2]. TakuM 06pa3oM, paclpoCcTpaHeHHOCTh MU-
aCTeHUU YBEAUYNBAETCS C CEPEAMHEI ITPOIIAOTO BEKQ,
0COOEHHO CpeAH MAIlMeHTOB IT0JKUAOI'O BO3PACTa, UTO
OOBSICHIETCS YAYUIIIeHUeM AMAaTHOCTHUKHY, Tepaluu 1
YBeAUUYEeHHEeM IIPOAOAKUTEABHOCTH JKU3HY [10] 11 Ha-
XOAUT IIOATBEPIKAEHNE B UMMYHOAOTHUECKUX U3MeHe-
HUSX, KOTOPbIe BO3HUKAIOT C BO3PACTOM M BKAIOYAOT
YMeHBblIIeHHe PeleNTOPOB aKTHBa-
uun B- u T-kaeToK [18]. Tem He Me-

Hee Ha CETOAHSIITHUN AeHb HCCAEA0-

rae pocturaet 50 %, ¢ Ae0I0TOM B BO3pacTe MAAALLLE
15 AeT, Hallle B BUAE AOKAABHBIX 'AA3HBIX DOPM.

Kaunuueckue nposiBaenusi. OCHOBHBIM KAWHU-
YeCKUM MapKepoM MUACTEHUU SIBASIETCS IaTOAOTH-
JecKass YTOMASIEMOCTb CKEeAETHOM MYCKYAQTypHI,
OOBIYHO cIlenu(PUYeCKU PAa3BUBAIOIIAACA B OIIPEAE-
A€HHBIX BOCIIPUMMYUBLIX MBIIIIEYHBIX I'pynnax. OT-
MedaeTcs KorebaHMre cAaOOCTU B TeUeHHe AHS UAK
Aa’Ke HECKOABKMX YaCOB B BUAE YBEAUUEHUS IIOCAE
(dbU3NUECKOM AaKTUBHOCTA U B BeUyepHee BpeMd.
YMeHbIIIeHe MBIIIIeYHOM CAAOOCTH OTMeUaeTCsI II0-
CA€ OTABIXA.

B 50 —60 % cayyaeB MHUACTEHUM NIEPBBIMHU B IIPO-
11eCC BOBAEKAIOTCS 9KCTPAOKYASIPHBIE MBIIIITH], B Te-
4YeHHe MOCAEAVIOIIUX ABYX AT Y 85 9% IIPOUCXOAUT
reHepaAn3alusa — PaCIpOCTPaHEHUE MBIIIEYHOM CAA-
00CTH B KpaHNO-KayAQABHOM HallpaBA€HUU OT 9KCTpa-
OKYASIPHBIX K AUTIEBBIM, OpOodapHHTeaAbHBIM MBIIIITaM
TYAOBHUILIA U KOHEUHOCTEU. Y 6oaee ueM 80 % narnuen-
TOB OT ITIOSIBAEHUS IEPBBIX CUMIITOMOB AO MaKCHUMaAb-
HOU MBIIIIEYHOM CAAOOCTHU IPOXOAUT 2 ToAd. COBOKYII-
HOCTb BCEX KAMHMYECKUX MPOSBAEHUM IIpUBeAeHa
B TaOA. 1. HecMOTpsa Ha COBpeMeHHBIE METOABL Aede-
HUS, 10 KpauHel Mepe, 20 % MauyeHTOB UCIILITEIBAIOT
MUACTEeHNYECKUe KPU3BL, OIIpeAeAsieMble KaK COCTOSI-
HUE BBIPa’KEHHOTO YCUAEHUS MBIIIEYHOU CAADOCTH,
TpeOyrollee NHTYOAIuy 1 MEXaHUYECKOU BEHTUNALIIN
AETKUX.

TeueHre MUACTEeHUM OTAMYAETCS BapUaOEABHO-
CTbIO U MOYKeT OBbITh IPEACTABACHO DIIU30ANYECKOMN
MBIIIEYHOU CAQOOCTBIO, CTAllMOHAPHBIM Te4eHUEM,
MEeAMEeHHBIM HWAUW OBICTPBIM IIPOTPECcCHUPOBAaHUEM.
Kpowme Toro, MuIlregtas cAabOCTb MOKET YCUAUBATh-
CS1 IPY 3MOIIMOHAABHOM U (PU3MUECKOM IlepeHanpsi-
JKEHUH, BBICOKOU TeMIIepaType, UH(PEKIUIX, MEHCT-
pyanum, 0epeMeHHOCTH, Ollepaluax, 3a00AeBaHUAX
IIUTOBUAHOM JKEeAE3HI (TUIIO- UAY TUIIEPTUPEO03) U IIPU

Tabauma 1
KAuHUYECKe MPOSIBACHUSI MHACTEHNU

BaHWA MUACTEHUU [TIO3AHETO BO3pac- PaccrpoitcTsa TposiAeHus

Ta 3aTPYAHEHBI H13-3a OTCYTCTBUA I'razopBUTaTEABHEIE AcUMMeTPHUYHBIN/ CUMMETPUYHBIN IITO3; AUIIAOINS,

COTAACOBAHHOCTH II0 BO3PACTy Haya- cTpabu3M (c HauboAee YacThIM BOBA€UEHUEM BHYTPEH-

. HUX NPSIMBIX MBIIII] TAA3)

Aa 3a60AeBaHUS, KOTOPBIM BapbUPYy- ByabbapHEBIE AU3apTpusd — AMHI'BaAbHad (3aTpyAHEHMe IIPOU3HO-

et oT 40 A0 75 AeT [7]. menus Y, 111, 111), meunas, HeGHAst (HA30AAAMS); AUC-
darus (3aTpyAHEHHe TAOTAaHUS TBEPAOU IHIIHM, IIOIep-

KpOMe BO3pacTa, Ha 3aboneBae- XMBaHUe, OIIaAaHUe >KUAKOM IHUIIU B HOC); AUCHOHUS

MOCTBh MUACTEeHUEH BAUSET IIOA; JKeH- (cHM>KeHUe 3BYYHOCTH, XPUIIOTa); CAAOOCTb JKeBaTeAb-
HBIX MBI (3aTPYAHEHHE JKeBaHUS TBEPAOU ropsden

IIMHBLI GOACIOT ITOUTH B 3 pa3a yalile, i 1 (sarpya PAOH rop

YeM MYXKUYUHBL, B TEPUOA AO 40 AeT. " Aunepnie CAaBoCTh KPYTOBBIX MBIIII TAQ3 (CUMITOM "pecHury’);

ITocae 50-aeTHErO BO3pacra OoAee

CAaBOCTh MBI, HIDKHEW 9aCcTH AMIIA (CAIOHOTEUeHNe,
"naockasi" yAbIOKa AM60 YABIOKA-"oCcKan")

BBICOKAasi 3a00AeBaeMOCTb BEIIBACHA
Y My>K4nH. MUacTeHus y AeTel B EB-
pore u CeBepHOM AMepUKe COCTaB-

MBEBIIIIBI KOHEYHOCTEH

ITpoKCUMaAbHBIE MBIIIIIEL BEPXHUX, PeXKe HIDKHUX
KOHEYHOCTeN, CHMMETPUYHO; AICTAABHBIE OTAEABI
BePXHHUX KOHEYHOCTeN (He3aBHUCHMO OT CTEeIeHU
TSKECTU 3a00AeBaHUs)

ager 10— 15 % oT Bcex caydaeB MUa-
crenun, B Poccutickoit @epepaniu —

AxcmanbHasg MyCKyAaTypa

ChaabocTe crubaTenel 1ien; cAaboCTb pasrudaTeneit
meu (mapeHue roAOBBl BIIepea)

20 3 %, HO 4allle BCcTpedaeTcsd B A3u-
aTCKUX CTpaHaX, HanpuMep, B Kurae,

ApixaTeAbHass MyckyAaTypa| OpTonHOe (3aTpyAHeHHe AbIXaHUe B IIOAOKEeHUU

Ae’Ka); AUCIIHOe (3aTpyAHEHHe BAOXA); TaXUIIHOE,
AbIXaTeAbHasi HEAOCTaTOYHOCTh
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HCIIOAB30BaHUU PSIAA AeKAPCTBEHHBIX CPEACTB, OCO-
O€eHHO B TeueHUe IIepBOro ropa 6oaesuu [7]. CnonTas-
Hble AAUTEeAbHBIE PEMUCCUM MUACTEHUY BO3HUKAIOT
B 15— 20 % cayuaes, a IOCAE TUMOKTOMUM U aKTUBHOU
HMMYHOCYIPECCUBHOU Tepanuu — B 28 —34 % cay-
vaes [20].

HesaBucnumo OT CyIIeCcTBYIOIMX KAACCU(MUKAIINN,
npeprokeHHBIX B, C. Ao63uHbIM [5], A. T'. ITaHOBEIM,
A.B. Aoreasb, B. C. Ao63unbM B 1965 1. [4], B. M. 'ex-
toM [1], K. E. Ossreman [21], KAUHIYeCKMe IPOSIBAE-
HMS MUACTEHUH, TA@BHBIM 00Pa3oM, OOYCAOBAEHBI BO3-
pacToM Hauana 3a00AeBaHUS, CIIEKTPOM ayTOAHTUTEA,
AKTHUBHOCTBIO @yTONMMYHHOI'O IIpOoIlecca, HaAmIrneM
WAU OTCYTCTBHEM IIaTOAOTHY TUMYCa U CTelleHbIO re-
HepaAu3alluy MBIIIEYHOU CAAOOCTH. B CBA3HU € 3TUM
MALMEHTHl, CTPajpAloliue MUACTEHUEN, MOTryT OBITh
paspeAeHbl Ha CAEAYIOIe OCHOBHBIE I'PYIIIBL: C TAA3-
HOU ¥ reHepaAnu30BaHHOU (popMaMy, B KOTOPHIX BhI-
AEASIOT MUACTEHHIO C PAHHUM M IO3AHUM HavyaAOM
3a00A€BaHUs, COUETAIOUIYIOCA C TUMOMOM, U C Cepo-
HeTaTUBHBEIMU popMamu (TadA. 2).

[NaToAornuecKkas MbIIIIeYHasi yTOMASIEMOCTbD, OTpa-
HUYeHHasl TOABKO TAa30ABUTaTEABHBIMU MBIIIIIAMU
YU MBIIIIIAMM BEK, Ha3BIBAETCS I'AA3HOU (POpMOU U
BKAIO4aeT 17 % oT Bcex OpM MUACTEHUH Y AUL €BPO-
IIEOMAHOM packl. 3abonreBaHre OOYCAOBAEHO AHTUTE-
AAMHU K Y -cyObepuHUI e ALXP, KOTOpBIE BEIABAAIOTCS
B 20 — 50 % cayuaeB raasznou hopMmel. 'hnaszHasg opma
MMacTeHUH, II0-BUANMOMY, Yallle BCTPedaeTCs B a3u-
aTCKOU monyadanuum (0oree 58 % BCcex NALUEHTOB
C MHACTeHUel) c IpeoOAapaHuEM cpepu peTelt. [1e-
PEXOA TAa3HOM (DOPMBI B reHEPAAN30BAHHYIO HAOATO-
paerca B 10 —20 % caydaeB B TeUeHHUE IIEPBOTO I'OAQ.
Kak n3oavpoBaHHOe IOpa’keHHe I'Aa30ABUTATEAD-
HBIX MBIIII, TaK U IepBUYHOE UX BOBAeUEHNe IIpU
reHepaAn30BaHHOU POPME MUACTEHNH OO bSICHSETCS
MeHbIIIe¥ BBIPA’KEHHOCTBIO CKAQAUYATOCTU IIOCT-
CHUHANTUYECKUX MeMOpaH, MEHBIIUM KOAUYECTBOM

AXP 1 MOTOPHBIX €AVHHUL], & TAKKe HU3KOM IKCII-
peccuer peryAadaTopHBIX (PAKTOPOB KOMIIAEMEHTA
B 9KCTPAOKYASIPHBIX MBIIIIAX, YTO AEAQ€eT UX Oonee
YSI3BUMBIMU IIPH ayTOUMMYHHOM IIpoliecce. HecmoT-
PsI Ha BEIXOA KAMHUYECKOTO PYKOBOACTBA 110 TAQ3HOM!
dopme MuactTeHuu [26], psia BOIIPOCOB OCTAaeTCS OT-
KPBITBIM: IPOTHO3 reHeparn3anun, 3PeKTUBHOCTh
TUM3KTOMUY, TATOKOKOPTUKOCTEPOUAOB 1 BHICOKUH
YPOBEHb CepOHEraTUBHBIX PopM (A0 50 %). D10 00yC-
AOBAEHO PEAKOCTBIO 'Aa3HOU (POPMBL, HEOOXOAUMOC-
ThIO HaOAIOAEHUS 3@ OOABHBIMU B TeueHUue 1 —2 AeT
MAS TIOATBEPIKAEHUS (paKTa OTCYTCTBHS lreHepaAn3a-
LMY MBIIITIEYHOU CAAOOCTH, @ TAKKE OTCYTCTBUEM YHHU-
(pULMPOBAaHHON TEXHOAOTMY BepUPUKAIIUYU @HTUTEA
TOABKO K Y -cyObepnnune AnXP. I'lo aTuMm npuanHam
IIpeKpaleH Habop MalleHTOB B OAHO M3 KPYIIHBIX
uccaepoBarautt EPITOM [12]. B 2015 1. Accontuanyiet
OpuTaHCKUX HeBPOAOTOB (ABN) IpeaCTaBAEHEI IIpEA-
BapUTeAbHbIE AQHHBIE O BEPOSTHBIX IPUYMHAX I'eHe-
parn3anuy rAa3Hou (GOPMEL, YKA3bIBAKOLIAE Ha I'U-
IIepIAa3HuIo TUMYCA, HAaAUUMe aHTUTEeA K alJUTeAXO-
AMHOBEIM pelenTopaM U KOMOPOUAHOCTE (BKAIOYAS
ApPyTHe ayTOMMMYHHEIE 3a00A€BaHUs).

3abonesune A0 40 AeT — 5TO HAUEeHTHI C PAHHUM
HAYaAOM MUACTEHUU (Ha CeTOAHSUIHUYI AeHb AOTOBO-
PEHHOCTH O BO3PACTHOM KPUTEPUH HET, AMANa30H KO-
Aebaercsa oT 14 a0 40 aeT). A. Evoli et al. [16] oTHOCST
K 3TOU (pOpMe TaK>Ke FOBEHUABHYIO MUACTeHUIO. [Tk
3ab0oaeBaeMocTH nnpuxoauTcs Ha 20 — 30 Aet. B paH-
HOU IpynIte OOABHBIX HaUOOA€e 4aCTO BCTPEYalOTCA
>keHIIUHEL (3:1) ¢ Haamumem aHTUTEA K AnIXP u ru-
IepIAasued BUAOYKOBOM JKeae3bl. l'umepnaaszusa
TUMYyCa XapaKTepu3yeTcs HaAndreM AMM@OIUTapHO-
ro “H(PUABTPATa U OOABIIIOTO KOAUYECTBA FepMUHA-
THUBHBIX I[EHTPOB, YTO MOJKET IIOATBEP>KAAQTh UHTpPa-
TUMUUECKUN reHe3 AQHHOM (DOPMBIL, AMOO OBITh peak-
Oyelr Ha ayTOMMMYHHBIN IIPOIlecC B IeAoM. Takke
BBISIBASIIOTCSI @HTHUTEAd K ADYTMM IIaTOTeHeTHYeCKU

Tadbauma 2

KAnHnYecKue noATUIIBI MUAaCTEHUN

KAMHUYECKUIN TOATUIT Bospacr Hauana I'ucronaToaorust AVTOAHTHTEAE K Accommarms ¢ HLA
MHACTEeHHUHN 366OAeBaHI/I§{, AeT THMYyCa YT nHar
MuacTeHUsI C paHHUM <40 T'unepnaazus| AIeTUAXOAWHOBBEIM pellelITopaM, DR3-B8, DR9
HavaAoOM 3ab0AeBaHUsI TuTUHY (pepako LRP4, arpuny, ColQ) | (B a3MaTCKOM MOIIYASIIIUN)
MuacTeHus C MO3AHUM >40 Hopma AlleTUAXOAMHOBBIM pellerTopaM, DR2-B?7
Ha4aAOM 3a00AeBaHUSA TUTUHY, PUAHOAWHOBBIM pellelTopam
(pe’ke MUO3UHY)
MuacTeHUs C TUMOMOM 40-50 Heonnazus | AIeTUAXOAMHOBEIM pellenTopaM, He BoIiBAeHA
THUTHHY, PUaHOAWHOBEIM peIlenTopaM,
KCNA4, kKaAbITMeBBIM KaHaAaM,
(pexxe Kk CRMPS5, GAD, Hu)
MuSK <40 Hopma MuSK DR14-DQ5
CepoHeraTuBHasi MUacTe- Bapuabeabno Hopwma, pexxe| KaacrepuzoBanueiM AiiXP - 66 % He BBISBAEHBI
HUS (reHepaAr30BaHHAas runepnaasud |[u MuSK - 8-13 %, ColQ - 1,2-5,5 %,
dopma) LRP4 - 3-18 %, arpuny - 15-50 %,
HOBBIM aHTUT'€HaM — OKOAO 5 %
T'razHas popma B3pocabie B eBporeii-| HendBecTHO | AIIETUAXOAMHOBBIM pellenTopam — Bw46 (a3uaTckas
CKOU KOTOpTe U AETH B 50 % cayuaeB, HU3Koa(HUHHBIM KOoropra)
B @3MaTCKOM KOropre antureraM - 50 %

ITpumeuanue: MuSK - MbIlledHas crenuduieckas TUpo3nHKUHAa3a; ColQ — koarareH Q; LRP4 - 6earok-4, acconumupoBaH-

HBIM C PeleNTOPOM AWUIONPOTENHOB HU3KON nmaoTHOCTH; CRMPS -

AeKapﬁOKCI/IAGSa F}\yTaMHHOBOﬂ KHUCAOTEIL.
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3HAUMMBIM AAS MUACTEHUU BHECUHANITUYECKUM aH-
TUreHaM (TUTHUH B 40 % CAy4YaeB), IOCTCUHANITUIYECKAM
anturesaM (LRP4, arpun, ColQ) u Hecnenuduue-
CKHMM @HTUTeHaM, C Pa3BUTHEM COIIYTCTBYIOIINX ayTO-
MMMYHHBIX 3a00A€BaHUN (HaMOOAEEe 4aCTO — MaTOAO-
rAs WUTOBUAHOU JKeAe3bl). He BBEIIBAEHO NPSAMOU
KOPPEeASIUU MeXKAY TUTPOM aHTUTeA K A1TXP U BI-
Pa’KEeHHOCTBIO MBIIIIEYHOM cAaboCcTr. KAnHnueckui
IaTTePH MUACTEHUU C PAHHUM HavyaAOM XapaKTepH-
3yeTcs IPeuMyIeCTBeHHBIM BOBAeUeHUeM 3KCTPao-
KYASIPHOU, MUMUYECKOU U OyABOAPHOU MYCKYAATy-
pHL (80 %), c DoAee pepAKUM MOPa’KEHUEM KeBATEAD-
HBIX, MIeWHBIX U AbIXaTeAbHBIX MbHIN (40 %).
OTAMYUTEABHBEIM MOMEHTOM ABASIETCS IIPE0OAapAHUE
MBIIIIEYHOM CAAOOCTU B TPEXTAABBIX MBIIIIIAX IIA€Y Hap,
AEABTOBUAHBIMU.

MpuacTeHus ¢ TIO3AHUM HaYaAOM 3a00AeBaHUS BO3-
HUKaeT ocAe 40 AeT, HO BO3PaCTHOU KPUTEPUU BKAIO-
YeHUA B OTy Ipylny He yTouHeH (0T 40 po 65 aeT);
OOABIIIMHCTBO aBTOPOB [6] OTHOCAT K 3TOM IpyIIe
OOABHEIX ITOCAE 60 AeT, KOTOpBIEe COCTaBASIOT 20 % OT
BCeX CAyJaeB MUACTEeHUHU C IIpeodAapAaHIEM MY KUUH
¢ TuMOMOH (15—20 %). AAs MAIIUEeHTOB C IIO3AHUM
Ha4YaAOM XapaKTepPHO NopaskeHHe 3KCTPAOKYASIPHBIX
u MuMudeckux MbItll (90 %) 1 AOCTOBEPHO Yallle BhI-
SABAIEMOe IIOPakeHUe KeBaTEeABHBIX, OyABOAPHBIX,
merHbIX (70 %) ¥ IPOKCUMAABHBIX MBIIII] BEPXHUX
koHeuHOCTen (40 %). KAmHuYeckuli naTTepH COBIIA-
AaeT C KAMHUYECKUMU IPOSIBA€HUSIMU MUACTeHUU
Yy HalJMeHTOB C TUMOMOM. XapaKTepHO OOAee TaKe-
AO€e TeueHUe U PeAKOCTb CIIOHTAHHBIX PEMHUCCUH B
CpPaBHEHUHU C MUACTEHHUEU C PAHHMM Ha4YaAOM 3a00Ane-
BaHud. OCHOBHAA IaTOreHETUYECKas POAb B AAHHOU
IrpyIIle IPUHAANEIKUT aHTUTEeAaM K AILXP, HO Tak>Ke
BBISIBASIIOTCSI @HTUTEAA K aHTUTeHaM MBIIIeYHOM TKa-
Hu: TUTUHY (80 %), PUAHOAWHOBBEIM peLeNnTopam,
Kvl.4, MUO3UHY, aKTUHY, aKTUHUHY, PUAAMEHTUHY
[6], aTO OOBsICHSETCS (PeHOMEHOM YBEAUUYEHMS KOAU-
YeCTBa 3MIUTOIIOB B XOAE Pa3BUTHUS ayTOUMMYHHOTI'O
oTBeTa Ha POHEe BO3PACTHBIX U3MEHEHUU UMMYHHOU
cucrteMbl. Haanune pAaHHBIX @HTUTEA aCCOI[UUpYeT-
ca ¢ Oonee TSKEABIM TE€YEHUEM, TeHepaAu3alluel
U BBIIBA€HUEM «MUACTEeHWYeCKOM MHUOIIATHU», YTO
IIOATBEP’KAQETCSI CHOHTAHHON aKTHUBHOCTBIO, yMEHb-
IIeHNeM AAUTEABHOCTH IIOTEHITNAaAOB ABUTA@TEABHBIX
€AMHUI] IPU dAeKTpOMUorpauiecKoM UCCAEAOBA-
HUU. [laToreHes AQHHBIX U3MEHEHUU CBA3BIBAIOT CO
CIIOCOOHOCTBIO @HTUTEA K TUTHHY IIOBPEKAATH y4a-
CTKU coepnHeHUs A/l-puckoB muodubpuan [19],
a aHTHUTeAra K RyR1,2 o0ycaraBAMBAIOT HapylLIeHHAE
KaAbIIHEeBOTO TOKA.

Oxono 10 — 24 % mareHTOB C MUaCTeHe UMeIOT
OITyXOAb TUMYCa — TUMOMY. MUacTeHUs B COUeTaHU!
C TUMOMOU HaOAIOAQETCS B PABHOU CTEIIeHU KakK Cpe-
AU MY’KYMH, TaK ¥ CpeAU JKeHIIIUH, U MOJKeT BCTpe-
4aThCs B AFOOOM BO3pPAcCTe C Mpe0OAaAAHUEM B AUATIa-
30He 30 — 50 AeT. [laTTepH KAMHUYECKUX IIPOSIBACHUMN

CXOAEH C MHACTeHUeH C MO3AHMUM Ha4aAoM, HO OTAU-
4aeTcst OOABIIEN BEIPA’KEHHOCTBIO CUMIITOMOB U 4a-
CTBIM BOBA€UEHEM AbIXaTeAbHOM MyCKYyAaTyphl. [1a-
IIMEHTEl, CTPaAAIole MUaCTeHHEN, aCCOIIMUPOBaH-
HOM C TUMOMOU, UMEIOT AOCTOBEPHO OOAee BEICOKHE
TuTphl aHTUTEeA K ATTXP (90 %) u TuTHRY (90 %). Kpome
TOTO, IIPU OITYXOASIX TUMYCa BBIIBASIOTCS @HTUTEAA K
RyR (31,6 %), Kv1.4 (36,8 %), KarbIIHEeBBIM KaHAAAM
(VGCC), antn-Hu, anTHTEAd K AUTUAPOIIUPUMUAVHA-
3a-aCCOLMUPOBAHHOMY IIpoTenHy-5 (CRMPJS) 1 anTH-
Teaa K AeKapOOKCHAa3€e TAyTaMUHOBOM KUCAOTHI [17],
AQHTUTEAA K UHTEPAECUKUHY-12, nHTepdepoHy-arbda-2.
Hannune anturena K TuTHHY, RyR1, KVv1.4, acconuupo-
BAHO C OOAee TSKeAbIM TeueHUeM MHUACTeHUN C BO3-
MO>KHBIM Pa3BUTHEM MHUO3WTa 1/ UAU MUOKapAUTa [24].
MuokapaUT (U3BeCTHBIN KaK Herzmyasthenie) daie
BBISIBASETCS IIPpU HaAUUMM aHTUTeA K Kv1.4 1 xapak-
TePU3yeTCs AeTaAbHBIMU aPUTMUSMU, BKAIOUAIOIINMHU
SKeAYAOUYKOBYIO TaXUKapPAUIO, CAAOOCTH CHHYCOBOT'O
Y3A4 U [IOAHYIO aTPMOBEHTPUKYASIPHYIO OAOKaAy. Ha-
AWYHe [IEPBUYHO-MBIIIEYHOI'O TOPaskeHNs TOATBEPIK-
paercsa amMmdonurapHor uHduasTpanuen (CD8+)
CKEAeTHBIX MBI,

[NpuumHamMu TaKOro pa3HoOOpa3usd aHTUTEA SIB-
ASIIOTCS IIO3UTUBHASA CEAeKIUS ayTOpPeaKTUBHBIX
T-AuM@OIUTOB U Ipe3eHTanus COOCTBEHHBIX aHTH-
TeHOB, 9KCIIPECCUPYEMBIX OITyXOAEBBIMHU KAETKaMH,
BO3HUKAIOIAs U3-3a HEAOCTAaTKa 9KCIIPEeCCUU ayTo-
UMMYHHOTO peryagaropHoro resa (AIRE) u ceanekTus-
HOM yTpaThl T-peryAsiTOpHBIX KAETOK [23]. B poaHHOM
rpynie y OOABIIMHCTBA HaljMeHTOB TUM3KTOMHUS
IIPUBOAUT K YMEHBIII€HUIO BEIPa*KeHHOCTH CUMIITO-
MOB, B MeHbIIIel CTelleHU NIPU HAaAMYUN aHTHUTEA
K TUTHHY.

I[MpubansuterpHOo y 10 — 15 % manueHTOB C reHe-
paru3oBaHHOU (popMou Muactenuu uy 50 % c raas-
HOU (popmom aHTHUTeAd K AIIXP He BBIIBALIOTCH.
Y 40 % nanmeHTOB OBIAM OOHAPY’KEHBI AHTUTEAA
K MuSK, npusopdiye K HapyleHuo GocHOopurn-
poBanusa AuXP u Hapymarmue ero @yHKIMOHUPO-
BaHUe KaK HOHHOI'0 KaHaAa. MuSK-acconuuposaH-
Has MHUACTEHUS XapaKTepHa IPeUMYIIeCTBEHHO AN
SKeHIUH MoAoXe 35 aet [15], npu 3TOM ypOBeHb
QHTHUTEA KOPPEAUPYET C TSKeCTbIo 3a00AeBaHUS.
KAnHMYecKHUM NAaTTEPH XapaKTEePU3YeTCs IIPEUMY-
1IeCTBEHHBIM BOBAEUEHHEM MUMUYECKHUX, >KeBa-
TEABHBIX, TAOTOYHBIX U ITeMHBIX MBIIII] C BO3MOXK-
HBEIM Pa3BUTHEM B HUX aTPO(UM (Tak Ha3blBaeMmas
MUOTATUA KpaHUAABHBIX MBIIII) [11], OTHOCUTEAB-
HO PEAKHM MIOPakeHUuEeM 3KCTPAOKYAIPHEBIX (50 %),
TYAOBHUIIHBIX MBI (31 %) X MBI KOHEUHOCTEN.
E.D. Apel et al. [9] onucBIBaIOT TOABKO I'A@3HBIE IIPO-
sIBA€HUs y IIAIIMeHTOB C aHTAUTeAaMu K MuSK. Aas
HUX XapaKTepHBI 60Aee YacTble MUACTeHUYeCKue
KpU3bl, 00YyCAOBAEHHBIE HU3KOU 3P(PEKTUBHOCTHIO
QHTUXOAMHICTEPA3HOU (0OKOAO 60 %), TAFOKOKOPTH-
KHOAHOM Tepalry ¥ TUMIKTOMUU. OTANYUTEABHBIMU
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0COOEHHOCTSIMU TaK>Xe SIBASIIOTCSI OTCYTCTBHE UAU
HeOOABIIION AeKpeMeHT M-oTBeTa IPU pUTMUUYECKOMN
CTUMYASIIITUU U OTCYTCTBHE TUMOM.

B rpynie cepoHeraTUBHOM MUACTEHUU BBIIBACHBI
Tak>Xe aHTuTeAd K LRP4, KoTOphle IpensaTCTBYIOT ar-
PHUH-aCCOIIMPOBAHHOM KaacTepu3anuu ArXP. Pacpo-
CTPaHEHHOCTb AQHHOM (DOPMEL CEpOHETaTUBHON MUa-
cTeHuu coctaBasgeT 3 — 18 % [17]. Kauanueckuti nat-
TEePH IIOAHOCTBIO He OIIMCaH, HO H3BEeCTHO, 4TO
IpeoOAAQIOT IAITUEHTHI JKEHCKOT0 TI0AA (2:1), MblIIey-
Hasg cAa0O0CTb HOCUT YMEPEHHEIN XapakTep, paclpe-
AEAeHHe TI0 MBIIIEYHBIM TPYIIaM CXOAHO C Cepo-
IIO3UTUBHBIMU NTanmeHTaMu (A1tXP), HO B 22 % cayua-
€B OTPaHNYMBAETCS TOABKO I'A3HBIMU IIPOSIBACHUSIMU.
B ortamune or MuSK-mIO3UTUBHBIX IIAIIIEHTOB, OHU
UMeIOT MTOAOKUTEABHBIN OTBET Ha UHTHOUTOPEHI alje-
TUAXOAUHICTEPA3EL.

CpaBHUTEABHO HEAABHO B IPYIIIE «TPUKABL CEPO-
HeraTUBHBIX» (0e3 anTUuTeA K AXP, MuSK u LRP4)
MAlIMEeHTOB, CTPAAQIONIUX MHACTeHHEHN, BBHISIBAEHEI
aHTHTeAd K arpuHy B 15—50 % cayuaes [17, 22],
kK ColQ — B 1,2—5,5%, poAb KOTOPHIX B (popMUpOBa-
HUW KAMHUYECKUX IIPOSIBA€HUU YTOYHAETCA. B ocTas-
1Ie¥ics 4aCcTH CepPOHEeTaTUBHBIX NalJUeHTOB BEISIBAE-
HBl HU3KOoa(dduHHbBIe aHTUTeAd K AUXP (rrasnas
dopma — 50 %, reHeparn30BaHHasA — 66 %) U HU3KO-
adpdpuuHble aHTUTEeAd K MUSK B 8 — 13 %, KOTOpHBIE HE
ONPEAEATIIOTCS OOBIYHBIMU METOAUKAMU. B TO ke Bpe-
MsI BeAeTCs IIOMCK HOBBIX @HTHUTEHHBIX MUIIeHeHN
B HEOOABIIOU IPYIINIE OCTABIINXCS CEPOHETaTUBHBIX
IIaITeHTOB.

MeToABI AMarHOCTUKY MUACTEHNHU. AN TOATBED-
SKAEHUS AMarHo3a CYIIeCTBYeT PsIA METOAOB: OKCII-
pecc-TecThl (C BBeAEHUEM aHTUXOAWHICTEePa3HbIX
npenapaTtoB U Ice-pack-TecT), sAeKTPOPU3UOAOTH-
yeCcKoe UCCAepAOBaHUeE U OlIpeAeAeHre KOHIleHTpa-

IUM celu(PHUIYeCKUX aHTUTEA B CLIBOPOTKE KPOBU
(PUCYHOK).

Okcnpecc-mecmpl. THTUOUTOPHI e TUAXOAUHICTE-
pasel 00PaATUMO OAOKUPYIOT AlleTUAXOAUHICTEPA3Y U
IIPOAOHTUPYIOT 3 (EKT alleTUAXOANHA B HEPBHO-MBI-
IIIeYHOM CHHAIICe, YTO IIPUBOAUT K YMEHBIIIEHUIO BHI-
PaXeHHOCTH MbIlIeuHOU caaboctu. 1,5 Ma 0,05 %-ro
HEOCTUT'MMUHA I'MAPOXAODPHUA (Ipo3epuH) uau 10 mr
NIUPUAOCTUTMUHA OPOMUA (KAAMMUH-(OPTE) BBOAUT-
CsI HOAKO>KHO IIpU Macce Teaa nanuenTta 50 — 60 kr,
B A03e 2 MA (uAn 20 M KaAMMUH-(OpPTe) IpU Macce
Teaa 60 —80 kr u 2,5 mA (uau 30 mr) — npu Bece 80 —
100 kr. AeTCcKast AOBUPOBKA COCTABALET 1 MA, UAML 5 MT
KaAMMUH-QopTe. [Ipr BO3HUKHOBEHUY U30BITOYHBIX
MYCKapUHOBBIX 3(P(EKTOB BBOAAT QTPOIIUH B AO3€
0,2—0,5Mn 0,1 %-ro pactBopa. O1leHKa IPOBOAUTCS
B TeueHue 0,5 — 1 vaca. HyBCTBUTEABHOCTb METOAQ CO-
craBaseT 71,5—95 % AAS reHepaAn30BaHHBIX DOPM.
I'hazopBUTaTeABHBIE PACCTPOMUCTBA  CYIECTBEHHO
MEeHBIIIe pearupyroT Ha BBepeHue MX 3.

Ice-pack-TecT BBEIIIOAHSAETCA IIyTEM IIPUKAAABIBA-
HUS K 3aKPBITOMY I'Aa3y AbAQ Ha 2 — 5 MuH. [ Ipoba cun-
TaeTCs IOAOKUTEABLHOM, €eCAU T'Aa3Has IIJeAb PacIin-
psieTcs Ooaee yeM Ha 3 MM. AAS OLIeHKU OO PaTUMOCTH
O(PTaABMOIIAETHU TECT IIPOAEMOHCTPHUPOBAA UyBCTBU-
TeABHOCTH 83 %, cnenudguunocts — 100 %. Aas iTo3a
YyBCTBUTEABHOCTBIO TeCTa COCTaBuAa 89 %, a crenu-
dpuunocTs — 100 % [25].

Irekmpoguiuororuieckue Memognl UCCAEgOBa-
RHus. PUTMUYecKasg CTUMyASALINS — HauOOAee 4acTo
HUCIIOAB3YEMBIN SAEKTPOMDU3NOAOTHYECKUU METOA UC-
CAeAOBAHUS HEPBHO-MBIIIIEUHOTO IIpoBeAeHUs. [1pu
puUTMHYeCKOU cTuMyAadanun (2— 5 I'n) HabAropaeTcsa
IIPOIPECCUBHOE YMEHBIIIEHNE (ACKPEMEHT) aMIIAUTYA,
IIOTEHITUAAOB A€MCTBUS MBIIIIEUHOT'O BOAOKHA, BBISIB-
AsteMoe B 75 % CAy4daeB reHepaAn30BaHHOM MHUACTe-

HUU (<50 % npu raaszHou ¢gopme

MNpegnonaraembli (KNTMHKUYECKUIA)
OMarHo3 MMacTeHuH

Okcnpecc-TecTbl:
- NpoaepuHoBan npoba,
- lce-pack Tect

L i
SHMT (puTmuveckas ctumynsums 3 My)
C Onpefenexnem CTeNeHn reHepannaaLmum
W NPeNMYLLIECTBEHHOTO NOPaKeHua
OTAENBHLIX MBILIEYHBIX rpynn

L ] X
ImasHan chopma | MeHepanuaoBaHHas
MUacTeHUN hopMa MMacTeHum

3MI” egeHmyHOro
MbILLIEYHOTD BONOKHA
(SFEMG)

"
3Kl wenyaoukosan Taxukapaus,
cnabocTk CUHYCOBOTO yana,
nonHas AB-Bnokapa

Moatsepiaerue | :
AwarHo3a MUacTeHus
Y
Tpebyetcs nepecMoTpeTs L
[AVarHocTU4ecKoe Npeanonoxexue

WcenegosaHue YPOBHA anTuTen
K AUXP W rpynnoBbIM aHTUreHam
CKENETHOW MycKynaTypbl

Wcenegosanne Ha Hanu4we
antuten k MuSK, LRP4

L2
M3AMT: BbIpaXeHHas
CNOHTAHHARA aKTUBHOCTb
W NPU3HAKW NEPBHUYHO-
MbILIEYHOM NOBPEXOEHURA

Onpegenexne ypoBHA
anTtuten kK RyR, Kv.1.4

MUACTEeHUHU). IDAeKTpoMuorpadpus
€AMHUYHOTO MBIIIIEYHOT'0 BOAOKHA
(SFEMG), B OCHOBE KOTOPOU AEKUT
OITeHKa Pa3HUIILI BO BpDeMEHHU (AKUT-
Tepa) He OAHOBPEMEHHOTO II0SIBAE-
HUS [IOTeHIMaAa AeHCTBUS B ABYX
MBIIIeYHBIX BOAOKHAX, MHHEPBUDY-
: €MBbIX OAHUM aKCOHOM, CHHXPOHHO
CTUMYAUPYEMEBIX 3AEKTPOAOM, IIO-
3BOASET OOHAPYKUTh POCT AJKUTTE-
pa (Hopma <60 mc) B 95—99 % cay-
JyaeB MHACTEHUH, €CAU UCCAEAYEeT-
csl mopaykeHHas Mblmna. OAHAKO
MAKUTTEP He IBAsIeTCs clienuduie-
CKUM SIBA€HHEM AAS IEPBUYHOTO I10-
pa’keHHus HePBHO-MBIIIEYHOTO CU-
HAICca U MOJKeT OBITb OOHAapy’KeH
NIpYU NIAQTOAOTMM HEPBOB U MBIIIII.

* MMoncwnrensHo
» OTpauarensho

AAI'OpI/ITM AUATHOCTUKU MHACTEHUHN
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MRS No,
& %

IIPH TIOAHOM OTCYTCTBUM UAM He3HAUUTEAbHBIX
usMeHeHusax Ha OMI.

HccaegoBanue ypoBRA cneyuguueckux aHmumen
npu muacmenuu. Ha ceropHAIHUN Ae€Hb 4aCTO WC-
noAb3yeMbIMU MeTopuKamu (PYIA, TIOA, TMMyHOOGAOT-
THHT) BO3MOJKHO HCCAEAOBAHNE YPOBHS AHTUTEA
K AuXP, MuSK, rpynnoBsIM aHTUTeHaM CKEAETHOU
MyCcKyAaTypel, TUTUHY, RYR, LRP4, pancuny.

HaunbGoaee coBpeMeHHOM METOAMKON AUAaTHOCTUKH
MMACTEeHUU SIBASIETCS METOANKA KAETOUHBIX KYABTYP
(uenoBeyeckre SIMOPUOHAABHBIE KAETKH II0YEK), CO-
AepsKalllyX Ha CBOeN OBEPXHOCTH KAACTEpU30BaH-
HbIe aHTUTeHHbBIe MUIIIEHHY, II03BOASIIOIIIE OIIPEAEASTD
HaAW4YYe aHTUTEA B CEPOHEraTUBHBIX CAyYasix KaK IIpU
HU3KOU adPUHHOCTH, TaK X1 HeOOABIIIOU KOHIIEHTPA-
nmu autuTen [ 14]. B Poccuiickoit @epepariuu ceifuac
BO3MOJKHO UCCAEAOBaHUE YPOBHA aHTUTEA K ATXP,
QHTHUTeHaM CKeAeTHON MyCKYAQTyPHI U TUTHHY.

Memogst Busyarusayuu. AAS BEIIBACHUSI U3MEHe-
HUY TUMYCa NCIOAB3YeTCsI KOMIIBIOTEPHOE TOMOT'pa-
huyecKkoe HCCAeAOBaHUE IIEPEAHEro CPepAOCTeHUs
U MarHUTHO-PEe30HAHCHOEe HCCAeAOBaHKe OPraHOB
rpyAHOI moaocTu. Mopcopepskalie KOHTPACTHEIE
areHTHI AOAKHBI UCIIOAB30BATHCS C OCTOPOKHOCTHIO,
IIOCKOABKY OHU MOTYT YCUAUTH MBIIIEYHYIO CAAOOCTb.

HTak, 1oAMMOp(hU3M KAMHUYECKUX IIPOSIBACHUN
NPUOOPETEHHON MUACTEHUH, B OCHOBE KOTOPBIX A€SKUT
IIATOAOTMYEeCKas MBIIIIeYHas yTOMASIEMOCTh, OCHOBAH
Ha reTepOreHHOCTU ayTOMMMYHHBIX IIPOIIECCOB, Ha
KOTOPBIX OCHOBBIBAETCS IIaTOreHe3 AQHHOT'O 3a00Ae-
BaHUA. BOALIIMHCTBO MCCAEAOBAHUM B 3TOM 00AACTH
HAIIPaBAE€HO Ha ITIOMCK HOBBLIX @HTUTI'€HHBIX MUIIIeHeN
U pa3paboTKy OOAee UYBCTBUTEABHBIX METOAOB AHAr-
HOCTHKU C UCTIOAB30BAaHUEM KAETOYHBIX TEXHOAOTUN
U KAQCTEPU3UPOBAHHBIX PEIEITOPOB.
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PE®PEPAT

C. H. bapdakos, C. A. Kusonynos, E. P. bapaH-
yesuu, M. B. 3axapos, 1. H. Camapues

CoBpeMeHHbI€e IIPEACTAaBACHHS O PalliOHAAbHOM AUArHo-
CTHKE U A€YeHUHU NPUoOGpeTeHHOoM MuacTeHnu. Yactp 1: Ana-
THOCTHKA

[MpuobGpeTeHHass MUacCTeHUs — 3TO ayTOMMMYyHHOe 3a00-
AeBaHUe, XapaKTepU3ylollleecss CAAOOCTBIO U IOBBIIIEHHOM
YTOMASIEMOCTBIO CKEAETHOM MYyCKYAQTyPBHL, a B PSIAE CAy4aeB —
CepAEYHOU MBIIIIIBL, B OCHOBE KOTOPOTO A€KUT AUCOAAAHC Ty-
MOPAABHOTO U KAETOYHOTO 3BeHbeB UMMyHUTeTa. OOBEKTOM
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ayTOMMMYHHOTO ITIOPa’keHUs B OOABIINHCTBE CAyYaeB SBASIIOT-
csl mepudepryecKre HUKOTHHOBEIE alleTUAXOAMHOBEIE peller-
TOPBI TTOCTCUHATITUYECKOM MeMOpaHbl HEPBHO-MBIIIIEUHOTO
cuHarca. VM3BecTeH psp APYTUX aHTUT'€HHBIX MUIIEHeN NpUu
MUACTEHUU: MBIIIIeYHAas CriennuyecKas TAPO3MHKNHA3a, 6e-
AOK-4, CBSI3@HHBIM C PEIIeNTOPOM AUIIOIIPOTENHOB HU3KOM IIAOT-
HOCTH, PUAaHOAWHOBBIE PEIeNTOPEl, TUTUH U APYTHE aHTUTeHbI
CKEeAETHOM MYCKyAAaTyphl. VX cienudUYHOCTD U TaTOTeHeTH-
YecKasi POAb PacKphITa, HO BCe JKe OCTaeTCsl MpuMepHo 15—
20 % cepoHeraTUBHBIX (POPM, TPEOYIOIINX UMMYHOAOTHYECKON
UAEHTUPUKAIUN. TOUHBIN AMaTHO3 3aBUCHUT OT BLIIBAEHUS KAU-
HUYeCKOM (hOPMBI MMACTEHUHU U TIOAHOIIEHHOTO aHaAK3a ayTo-
MMMYHHBIX MEXaHU3MOB, A€KAI[UX B OCHOBE 3a00AE€BaHUS.

KAaloyeBble cAaOBa: MUACTEHUS, cepoHeraTuBHaAsA (popMa
MHUACTE€HHNH, dHTUTEAA K All€ETUAXOANHOBBIM pellernTropaM, aH-
THUTEAA K aHTUTE€HaM CKEAETHOU MYCKYAQTYPHI.

SUMMARY

S. N. Bardakov, S. A. Zhivolupov, E. R. Barantse-
vich, M. V. Zakharov, I. N. Samartsev

Current aspects of the clinic, diagnosis and treatment of
acquired myasthenia gravis (review). Part 1: diagnostics

Acquired myasthenia gravis is an autoimmune disease, based
on the imbalance of humoral and cellular immunity, characterized
by weakness and fatigue of skeletal muscles, and in some cases
involvement of the heart muscle. In most cases, the object of the
autoimmune destruction is peripheral nicotinic acetylcholine
receptors of the postsynaptic membrane of the neuromuscular
synapse. In myasthenia gravis there has been identified a number
of other antigenic targets: muscle-specific tyrosine kinase, low-
density lipoprotein receptor-related protein 4, titin, and
ryanodine receptors skeletal muscles. Their specificity and
pathogenetic role have been disclosed, but it is about 15-20% of
seronegative forms that require furtherimmunological research.
Accurate diagnosis depends on the efficient detection of clinical
forms of myasthenia gravis and full analysis of the autoimmune
mechanisms underlying the disease.

Key words: myasthenia gravis, seronegative myasthenia
gravis, antibodies to acetylcholine receptors, antibodies to
antigens ofskeletal muscle.
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