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Pesiome. Paccmampusaemcesa mexyuias uHGOpMayus 1 CHOPHsle BONPOCHIE SNUOEMUOLOUL, UMMYHONAMOEHE3e,
KJUHUMECKUX NPOABTIEHUAX, OUACHOCINUKE, U JIeHEHUL MUACINEHULL, BKTIOUAS PA3BUBAIOW4UECS MEPANEGIMUHECKIUE NOOXO0bL.
Ycemanoeneno, umo npuobpemenHaa MUAcmerus — Mo aymouUMMyHHOE 3a001e8aHLe, OCHOGHLMU MULUEHAMU NPU KOMOPOM
AGNAIOMCSL INEMEHIbL HEPBHO-MbLUUEHHO20 CUHANCA U 6HYMPUKIEIOUHbIC CIIPYKINYPbL MbLUEHHbIX 80JIOKOH (aHmumena
K auemunxoauHoGolM peyenmopam, MolletHol Cneyu@uueckoi muposunkunase, 0enxy 4, c6A3aHHOMY C peuenmopom
JUNONPOMEUHO8 HU3KOLL NIOMHOCINU, DUAHOOUHOBbLM PEUENINOPAM, MUIMUHY U AHMULEHAM CKELCHHOU MYCKYIANYpbL).
Hx cneyuguunocme u namoeeHemu1eckas poib NPaKmu4ecKu packpbling, HO ece e ocmaemcs npumepHo 15-20%
CEPOHE2AMUBHBIX POPM, NPU KOMOPBLX KIACCULECKIUE KIUHUYECKIE NPOSGNCHUS, HaALe NA3HOU MUACEHUL, He UMEION
ceposioeuteckoeo noomeepxoenusn. Kpome moeo, y nayuenmosg ¢ muacmenueii onpeoessiomes pao Conymcmeyiouux
anmumen (K eanenuo3udam, unmepueikuny-12, unmepgepony anvgha-2 u op.), 4vbs poas 6 namoeene3e MUacmeHuu
U KOMOPOUOHbIX 3a007€6aHUAX DO CUX NOP MOUHO He onpedeneHa. Ilamogusuonoeuteckum pe3yrsmamom 3mo2o
AYMOUMMYHHO20 NPOUECCA ANACMCS OUCHYHKIUUA KOHUEBBLX NIACHUHOK HEUPOMBIULEHHBIX CUHANCO8 U NOCIENEHHOe
dononnenue OUHAMULECKOLL MblULEUHOLL CAAOOCU ee CIMALUOHADHBIM KOMNOHKEHMOM. B omHouenuu Knunuveckux
NPOABIEHUIL, CYyUeCn8yen MeHOeHUU S K YOPMUPOBAHUIO KIUHUYECKUX NAINIMEPHO8 HA OCHOBE KIIUHUKO-UMMYHOJIOUHECKUX
KOppenamog it HakOnJIeHHO20 ONbLMaA NO 3PPEeKMUSHOCML MEPANEGIMUHECKUX CIIPAMEeUIl NPU PA3IUYHBLX POPMAX, HINO
noseonsem oonee OupdepeHuuposano nooxXo0Ums K NPUMEHEHUIO U NHOUCKY HOBbLX MeMO0008 mepaniu.

Kntoueewvie cnosa: MUACMERUA, CEPOHeamUeHas gbopma Mmuacmernuu, ahmumeia K auemuaxojiurHoeblm peyenmopam,
MblUievHaA cneuu(j)ultecxa;z MUpO3UHKUHRA3A, MUIMUH, 3ﬂeKmpomuoepa(j)uﬂ, ajjeopumm mepanuu, Anmumea K anmieeHam

CKeNleMHOLL MYCKYAMYpb.

BeepeHune. MuyacTteHus 9BasieTca TMNOBbIM ayTOUM-
MYHHbIM 3200/1EBaHMEM, ONOCPEAOBAHHLIM aHTUTENaMM
K 6enkamMm nocTcuHanTU4Yeckon MmemOpaHbl HEPBHO-
MbILLEYHOIO CMHArca 1 BHYTPUKIETOYHbIM CTPYKTypam
MbILLEYHbIX BOJIOKOH (aHTUTENA K aueTUIXOIMHOBLIM pe-
LenTopam, MblLLEYHOW cneundrnieckon TMPo3nHKNHa3e,
O6enky 4, CBA3aHHOMY C PeLenTopoOM SIMNONPOTENHOB
HW3KOW MNIOTHOCTU, PUAHOONHOBBLIM PELLENTOPAM, TUTUHY
M aHTMreHaMm CKeneTHOW MyckynaTtypbl). KnnHuyeckas
KapTMHa MUACTEHUN XapakTepuayeTcsa (pioKTyaumen
©e3001e3HEHHOM MbILLIEYHON CNaboCTu, YCUIMBAIOLLEN-
cs nocne Gu3n4eckom Harpy3kn 1 B BEYEPHEE BPeEMS, a
Takke yMEHbLUAKLWENCS nocne otabixa. To4HbIe MPUYMHBI
ayTOMMMYHHOrO OTBETA NPU MUACTEHUN HE N3BECTHbI, HO
HECOMHEHHOE 3Ha4YEHME B 3TOM MPOLLECCE MMEIOT aHOMa--
NNV BUITOYKOBOW XXene3bl (rmnepnnasns 1 Heomniasus),
0COBEHHO Y NALMEHTOB C aHTUTENAMM K aLLETUIIXONINHOBLIM
peuentopam (AuXP), a Takkxe mMynbTudakTopmanbHas
reHeTmyeckas NpeapacnoioXXeHHOCTb. bonbLioe pa3zHoo-
Opasue KIMHNYECKNX MPOSBIEHNIA N aCCOLMMPOBAHHbIX C
MWACTEHUI COCTOSIHUI MO3BOJISIOT BbIAENNTL NOATUNbI, HA
OCHOBaHMM PACNPOCTPAHEHHOCTU MbILLEYHOM CnabocTu
(rnasHas n reHepanmaoBaHHasa GopMbl), BO3pacTa Ha-
yana 3aboneBaHus, Ha OCHOBE aHOManuii TMMyca, 1 Tuna
cneunduyecknx aytoaHTuten. BolgeneHme KnmHn4eckmnx
NMoATMMNOB AaHHOrO 3ab60neBaHus NMoOMOraeT onpeaenmTb
paLmMoHanbHyto nedebHyto cTpaTernio 1 NPOrHo3.

[ns ycnewHoro npuMeHeHns MMEIOLLMXCHA 3HAHNN O
MWaCTEHUM, COOPaHHbIX B KIIMHUYECKNX PYKOBOACTBAX

[14, 22, 27, 31], a Takxe AN NOHUMAHUS 1 NMPaBUJTbHOM
OLEHKW CMOPHbIX BOMPOCOB B AaHHOW obnacTtu, Bpa-
Yy-KJIMHULNCTY HEOOX0aMMbl COBPEMEHHbIE 6a30BbIe
3HAHWS O MMACTEHUN, KakK O FETEPOreHHOM MPOLECCe.

Lenb nccneposanunsi. CICTEMHO U3NIOXUTb TEKYLUME
CBeOEHUS O KIIMHUYECKOM 1 NaToreHeTU4eCcKom retepo-
reHHOCTU NPMOOPETEHHOM MMACTEHUM N aKLIEHTUPOBATb
BHMMAaHME Ha HE PELUEHHbIX 3aJa4ax.

PesynbraTtbl n ux oocyxaeHue. MNMoacyet obuien
3a60/1eBaEMOCTN U PacnpPoOCTPAHEHHOCTU MUACTEHUN
3a pybexxom OCHOBbIBaeTCsl Ha 55 nccnenoBaHusax B ne-
puog ¢ 1950 no 2007 rr. 3a aToT nepuod, 0606LeHHas
yacTtoTta 3aboneBaHus coctasuna 0,53 Ha 100000 Ha-
CeneHus B rof, a pacrnpoCTPaHEeHHOCTb — 7,77 cry4aes
Ha 100000 HaceneHus [13]. B Poccuiickon denepaumm
oLeHKka 3a601eBaeMoCT 1 PacnpOCTPaHEHHOCTN HOCUT
He CMCTEMHbI XxapakTep M NpeacTaBfieHa OTAebHbIMK
NONyNSAUNOHHBIMW UccneoBaHuamu. Tak, B MockoB-
ckor obnactn ¢ 1980 no 2002 rr. yacTtoTa 3aboseBaHNs
MuacTteHnenn sapbmpoana ot 0,42 no 0,03 Ha 100000
HaceneHus, a pacnpocTpaHeHHocTb B 2002 1. cocTaBnana
8,96 Ha 100000 HaceneHus [4]. B CapaToBckoli o6nactu
pacnpocTpaHeHHOCTb cocTaBuna 9,7 Ha 100000 Hace-
nenus[6]; B Pecnybnuke bawwkopTtocTtaH 6,6 Ha 100000
HaceneHna[2].Takum ob6pa3om, pacrnpocTpaHeHHOCTb
MMUaCTEHUM pacTeT C cepeamHbl MPOLLIOro Beka, Co 3Ha-
ynTeNbHbIM YBEIMYEHMEM Cpeaun MaLMEHTOB MOXUIOro
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BO3pacTa, YTO OOBbSACHAETCS yydlleHNeM OuarHOCTUKM,
Tepanun 1 yBenn4yeHMeM nNpoaoIKUTENbHOCTM XX3HM [13].
Kpome Toro, AaHHbIE N3MEHEHNSA HAXOOAT NOATBEPXKAEHME
B MMMYHOJIOTMYECKUX MBMEHEHUSAX, KOTOPbIE BOSHUKAIOT
C BO3pPAaCTOM M BKJIOYAKOT YMEHbLUEHNE PELENTOPOB U
akTmBaumun B- n T-kneTok, Takke 3Ha4YeHNs He TePSIOT U
cpenosble dakTopbl [24].Ha cerogHsLWHMA OeHb nccne-
[OBaHVS MMacTeHUM NO3OHEro Bo3pacTta 3aTpyaHEHbI
13-3a OTCYTCTBUSA COMNaCOBaHHOCTM NO BO3pacTy Havyana
3aboneBaHns, KOTopbi BapbupyeT oT 40 o 75 net [8].

Kpome Bo3pacTa, Ha 3a60s1ieBaeMoCTb M1UacTeHNEN
BAMSIET NoJl. Tak, XeHLWMHbl 60NeT NoYTM B TpU pasa
yaile, 4eM MyXx4umHbl B nepuog oo 40 ner. NMocne 50-net-
Hero Bo3pacTa 6osiee BbicOKasi 3a601eBaEMOCTb Y MYyX-
4ynH. MunacTtenus y neteri B EBpone n CesepHon Amepurke
coctasnset 10-15% o1 BCex cny4yaeB MuacTeHuu, B
Poccuitckoin depepaumn oo 3%, Ho 6bonee 4acTo BCTpe-
yaeTcs B A3naTckux CTpaHax, kak Hanpumep, B Kutae, roe
nocturaet 50%, c nebioTom B BO3pacTe mnagile 15 ner,
yale B BUAE JIOKaNbHbIX [MasHbiX GOopMm.

Knununyeckue nposisnexHnsi. OCHOBHbIM KIMHNUYECKUM
NposiIBIEHNEM MUACTEHUM ABNSETCSA naTosiormyeckas
YTOMJISIEMOCTb CKENETHOM MYCKYATyphbl, 06bIYHO crieumdun-
YeCKM pa3BMBalOLLASACS B ONpeneieHHbIX BOCMPUMMYUNBBIX
MblLLEYHbIX rpynnax. OTmevaeTcs konebaHne cnabocTtu B
TeYyeHVe OHS U AaXe HECKOJSbKNX YaCOoB, YBEMYMBASCh
nocne Gu3nN4eckom akTMBHOCTU N B BEYEPHEE BPEMSI.
YMeHbLUEHME MblLLIEYHON cnabocT oTMeYaeTcst nocrne
otaeixa. B 50-60% cny4aeB MmacTeHum nepebiMA B MPO-
LLECC BOBJIEKAIOTCA SKCTPAOKYSIPHBIE MbILLILbI, B TEHEHVE
nocneayoLwmx AByx ety 85% nponcxoanT reHepanmsaums
— pacnpocTpaHeHne MbILLIEYHOM cnabocTu B KpaHMO-Kay-
[aNbHOM HanpaeBfieHUN OT SKCTPAOKYNSPHBIX K JINLEBLIM,
opodapuvHreasnbHbIM, MbiLLLLAM TYJTOBULLA 1 KOHEYHOCTEN.
Y 6onee yem 80 % nNauMEHTOB OT NOSIB/IEHNS NEPBbLIX CUM-
NTOMOB 40 MaKCUMaJIbHOM MbILLIEYHOWN CNaboCTX NPOXOAUT
ngaroaa. CoBOKYMHOCTb BCEX KITMHNYECKMX MPOSBAEHWI U
1X BCTPEY2EMOCTb NPeACcTaB/ieHa Ha pucyHke 1B Tabnmue
1. HecmMoOTpsi Ha COBPEMEHHbIE METObI NTIEYEHMS, MO Kpari-
Hel mepe, 20% NaupeHTOoB UCTbITLIBAIOT MMACTEHNYECKME
KpWn3bl, onpeaensemMble Kak COCTOSIHNE BbIPaXEHHOro
YCUNIEHNSI MblLLEYHON cnabocTu, TpebytoLee MHTyGaumm
1 MEX2HNYECKOWN BEHTUNALMN NETKUX.

TeyeHne MMUacTeEHNM OTIMYAETCS BapnabenbHOCTLIO U
MOXeT ObITb NPEeACTaBIEHO 3NN30AMYECKON MbILLEYHOWN
€cnabocCTbto, CTaLMOHAPHbLIM TeYeHEeM, MeASIEHHbIM U
ObICTPbLIM NMporpeccmpoBaHnemM. Kpome Toro, MbllleyHas
cnaboCTb MOXET YyCUNMBATLCSA NPU 3MOLIMOHANBLHOM U
GU3NYECKOM NepeHanpskeHnn, BblICOKOW TeMnepaType,
MHPEKUMSX, MEHCTPYaLMM, OEpPEMEHHOCTU, onepaumsx,
3ab0neBaHNSX LUMTOBUOHOM Xenesbl (rMno- nv rmneptm-
pPe03) 1 NPY NCMONb30BAHUV PAAA JIEKAPCTBEHHbIX CPEACTB,
0C0OEHHO B TeHeHMe NepBoro roaa 6one3Hn. B 6onblumMHcTBE
Cly4aeB, NPOTUBOMNOKAa3aHUS K NPUEMY NIEKapPCTB OTHOCU-
TenbHble. CNOHTaHHbIE ANTESIbHbIE PEMUCCUM MUACTEHUN
BO3HUKaOT B 15—-20% cnyyaeBs, NOCe TUMSKTOMUN U aKTUB-
HOW IMMYHOCYMNPECCUBHOM Tepanuu B 28—34% cny4yaeB [26].

He 3aBMCMMO OT CcyLEeCTBYOLWMX Knaccudukaumn,
npensnioxeHHbix B.C. JTo63umHbiM [3], A.T. MaHoBbIM, J1.B.

JIkcne PMMEHTAJIbHbIE€ UCCIIENOBAHUA

Puc. 1. YacToTa BBISIBJIEHUS TTATOJOTUYECKOM MBIIIIEUHOM
YTOMJISIEMOCTH Y MALIMEHTOB CTPAJAIONINX MUACTEHUEH
(o H. RoydenJones, Jr., MD. Netter’sNeurology, 2012)

Lorenb, B.C. Jl1o63nHbiM 1965 1. [5], B.M. lexTtom[1],
K.E.Ossreman [28] knnHunyeckue nposiBneHnsmmacTte-
HUW, IMaBHbIM 00pa30M, 00YCIOBNIEHbI BO3paCcTOM Hava-
na 3ab0s1eBaHus, CNEeKTPOM ayTOaHTUTEN, aKTUBHOCThIO
ayTOMMMYHHOIO NpoLecca, HaM4YMeM UM OTCYTCTBUEM
naTonornv TUMyca 1 CTENEHbLIO FrEHeEPann3aLmMn MblLley-
HoM cnabocTu. Takum 06pa3om, NALMEHTbI, CTPAAAOLWLN-
emMuacTeHnen MoryT ObiTb pasaeneHsl Ha cneayolme
OCHOBHbIE IrPyNMbl: Fa3Has v reHepann3oBaHHas GopMel,
B KOTOPbIX BbIAENSIOT MUACTEHUIO C PAHHUM U MO3AHUM
Hayanom 3abofieBaHusl, coyeTaloLLytocs C TUMOMOM 1
cepoHeraTuBHy Gopmsbl (Tabn.2).

MaTonornyeckas MblllevyHass yTOMASEMOCTb, Oorpa-
HUYEHHasa TOJIbKO rnas3oABuraTebHbIMU MbllILAMW U
MbILLILAMW BEK Ha3blBAeTCA rnasHo GopMON 1 BKIIO-
yaeT 17% o1 Bcex pOopM MUACTEHUM Y 1L, EBPONEON] -
HOW pacbl. 3aboneBaHne oOYyCNOBNEHO aHTUTENaMu K
y-cy6beamHnue AuXP, koTopble BbigBnsitioTca B 20-50%
cnydaeB rmasHor ¢opmebl. MazHaa dopma MmacTeHun,
no-BMAMMOMY, BCTpeyaeTcs 6osiee 4acTo B a3naTckom
nonynsumn (6onee 58% Bcex NaLMEHTOB C MMACTEHWEN) C
npeobnagaHvem cpeam aetel. Nepexof rnasHomn Gopmbl
B reHepann3oBaHHyto, Habnogaetcsa B 10-20% cny4yaes
B Te4yeHue nepBoro roga. Kak n3onmposaHHoe nopa-
XEHWe Mas3oaBuraTesibHbIX MbILlL, Tak U NEPBUYHOE NX
BOBJIEYEHME NPU reHepann3oBaHom GopmMe MMacTeHUmn
00BbACHAETCH MEeHbLLIEN BbIPaXXEHHOCTbIO CK1ayaToCcTn
MOCTCUHANTUYECKNX MeMOpPaH, MEHbLLINM KOJINYECTBOM
AuXP 11 MOTOPHBIX €0VHUL,, & TAKXKE HN3KOWM SKCMPECCUEN
perynsaTopHbix GakTopoB KOMMIEMEHTa B 9KCTPAOKY-
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Tabnmua 1
KnuHuyeckue nposiBieHnss MMacTeHUN

[MmasonBurartesnbHble pacCcTponcTea:

— aCYMMETPUYHBINA/CUMMETPUYHBI NTO3;
- gunnonus, ctpabusm (¢ Hambonee YacTbiM BOBNEYEHWEM BHYTPEHHUX MPSIMbIX MbILLL, F1a3)

Bynb6apHble NposiBNeHNs:

— OV3apTpus — NMHrBasbHas (3aTpyLHeHne npousHoluenus Y, L), weyHas, HebHas (Hazonanus);
- ancoarns (3aTpyaHeHne moTaHnsa TBepAov NULLM, NONepXMBaHne, NonagaHne Xuakon NuLy B HOC);
— ANCHOHUS (CHUXKEHME 3BYYHOCTU, XPUNOTA);

— €naboCTb XeBaTebHbIX MbILLL, (3aTPYLHEHUE XEeBaHUS TBEPLOV ropsiyei NuLm)

JInueBble NPOSBNEHNS:

- cnaboCTb KPYroBbIX MbILLLL F1a3 (CUMMTOM «PECHULL);
- ¢nabocTb MbILWL, HUXKHE YacTy imua (CrtoHoTedYeHue, «mniockas» yabioka, nMbo ynbibka-«ockas»)

MbILLLBI KOHEYHOCTEN:

— NPOKCUMAaSbHBIE MbILLILbI BEPXHUX, PEXE HUXKHUX KOHEYHOCTEN, CUMMETPUYHO;
— ANCTaNbHblE OTAENbI BEPXHUX KOHEYHOCTEW (HE 3aBUCMMO OT CTEMEHUN TAXECTU 3860J’IeBaHI/I9I)

AKcuanbHast MyckynaTypa:

- cnabocTb crmbarenei wew;
- cnabocTb pa3rubarteneii ew (nageHne rosoBbl Biepen)

[pixatensHasa Mmyckynartypa:

— OPTONHOE (3aTPyAHEHUE [AblXaH1E B MOOXEHN JIEXa);
- OUCMHOe (3aTpyaHEeHue BLoXa);
- TaxunHoe, AblxaTesbHas Hell0CTaTO4HOCTb

NISIPHbIX MblLLAX, YTO AenaeT nx 6onee ysa3BMMbIMU NPU
ayTOMMMYHHOM npoLecce.HeCcMOoTps HaBbIXO, KNMHUYE-
CKOro pykoBOACTBa Mo rnasHor popme mnacteHnn [35]
B MOJIHOM MEepPE HE PacKpPbIBAETCS P, BOMPOCOB, Cpeau
KOTOPbIX MPOrHO3 reHepanmaaunmn, 9GdOeKTUBHOCTb TU-
M3KTOMUMU, IMIOKOKOPTUKOCTEPOUAOB M BbICOKNI YPOBEHD

cepoHeraTuBHbIX dopM (10 50%). 310 06ycnoBneHo pea-
KOCTbIO rna3Hoi GopMbl, HEOOXOANMOCTbIO HABIOAEHNS
3a 60/bHLIMU B TeyeHne 1-2 neT ans noaTBeEpPXOeHUs
dakTa 0TCYTCTBMSA reHepann3auym MbileYHOW cabocTu,
a Takxe OTCYTCTBUE YHUPULNPOBAHHON TEXHONOMNN
BepudurKaLmm aHTUTEN TONbKO K y-cybbeamHmue AuXP.

dopma)

nnasusa

LRP4 - 3-18%, arpuHy— 15-50%,
HOBbIM @HTUIreHam 0KoJ0 5%

Tabnvua 2
KnuHunyeckme noprunbl MMacTeHMn
KnnHnyeckunii noatvn Bo3apacTt Havana 3abone-
nctonaronorus TuMyca AyTOaHTUTENa K Accoupaums ¢ HLA
MUACTEHNN BaHus, net
ALETUNXONVHOBbLIM PeLienTopam,
MwuacTeHus ¢ paHHUM Ha- <40 Muneprnasys TUTUHY DR3-B8, DRI (8 Asuar-
yanom 3abonesaHus CKOI nonynsLmm)
(penko LRP4, arpuny, ColQ)
MUACTEHMS G HOBIHAM ALETUNXONNHOBBLIM peLenTopam,
A >40 Hopma TUTWHY, PUAHOAMHOBLIM PELLENTOPaMm DR2-B7
Havanom 3aboneBaHns
(pexe M1o3uHy)
ALETVUAXONMHOBBLIM pPeLenTopam,
MwacTtenusa ¢ TuMomon 40-50 Heonnaswus TVITVHY, PUGHOAVHOBEIM PELenTopam, He BbifiBneHa
KCNAA4, kanbumeBbIM kaHanam, (pexe k
CRMP5, GAD, Hu)
MuSK <40 Hopma MuSK DR14-DQ5
CepoHeraT1BHas MuacTe- KnactepuaoBaHHbiM AUXP — 66% 1
P Hopwma, pexe runep- MuSK - 8-13%, ColQ - 1,2-5,5%,
HUS (reHepann3oBaHHas BapuabenbHo He BbISiBNEHDI

masHas dopma

B3pocnble B eBpONEcKom
KoropTe v AeTu B a3uat-
CKOW KoropTe.

He n3ectHo

AueTnnxonnMHoBbIM peuentopam B 50%
cnyyaes, H1U3Kkoah OUHHBIM aHTUTE-
nam- 50%

Bw46 (a3natckas
Koropta)

Mpumeuyanue: MuSK — mblleyHas cneumduyeckas TMpo3nHkmHasa; ColQ — konnareH Q; LRP4 — 6enok 4, accoummpoBaHHbIii C pe-
LLenTopoM IMMONPOTEMHOB HNU3KOM NNoTHOCTM; CRMP5 —aurngponmpuMmamnHasa-accoummpoBaHHblii npotenH 5;GAD — nekapbokcunasa

FJ'lyTaMI/IHOBOI7I KMNCNOTbI.
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Mo aTMM npuynHam npekpalieH Habop NauueHToB B
OJHO 13 KPYNHbIX nccnegosanuni EPITOM [12]. B2015 .
Accoumaupeii 6puTaHCKNUX HEBPOJIOroB NpeacTaBfEHbI
npenBapuUTEsbHbIE AAHHBIE O BEPOATHOW rEHepannsauum
rmasHom GpopMbl, BKIOYAOWMWE TP KPUTEPUS: TUNep-
nnasusa TMMyca, Haan4me aHTUTEN K auuTeNXOIMHOBbIM
peuenTopam 1 KOMOPOBUAHOCTb (BKIOYasa Apyrue ayto-
VIMMYHHblEe 3a00/1eBaHNS).

3aboneswwne go 40 net aTtonauneHTbl C paHHUM Ha-
4asI0M MMACTEHUN, (Ha CErOAHSALLHNIA AEHb A0rOBOPEHHO-
CTW 0 BO3PACTHOM KpUTEPUM HET, AMana3oH konebneTtcs
ot 14 no 40 net). A. Evoliatal. [18] oTHOCAT K 3TO hopme
TakKXe BEHWUSIbHYIO M1acTeHuto. Mk 3abonieBaemMocT
npuxoautcsa Ha 20-30 net. B gaHHoI rpynne Hanbonee
4aCTO BCTPEHAOTCS XEHLUMHBI (3:1) CHaNM4mMem aHTUTenK
AuXP 1 runepnnasuen BUIOYKOBOM Xxenesbl. [lMnepnna-
31 TUMYCa XapakTepunaylTCs HannYnem numaooumnTap-
HOro MHGUNbTpaTa 1 GONLLIOro KONMYeCTBa repMmHa-
TUBHbIX LEHTPOB, YTO MOXET NoATBEPXAATb UHTPATUMU-
YeCKNin reHe3 gaHHom Gopmbl, MO0 ObITb peakumein Ha
AyTOMMMYHHbIM MPOLLECC B LLENIOM. TakXe BbISBAAIOTCS
aHTuTena K Apyrum natoreHeTM4eckn 3Ha4YnMMbIiM A1
MNACTEHNUU BHECMHANTUYECKUM aHTUreHam (TutuH B 40%
Cny4aeB), NoCcTCMHaNTU4eCcknm aHtureHam (LRP4, arpuH,
ColQ), n He cneundUYECKNM aHTUTEHAM, C PA3BUTUEM
CONYTCTBYIOLLMX ayTOMMMYHHbIX 3a601€BaHNi (Hanbonee
4acToNaToNOrns WNTOBUAHOM Xeneabl). He BbIIBNEHO
MPSIMON KOPPENALMM MexXay TUTPOM aHTuten K AuXP n
BbIP@XEHHOCTbLIO MblleYyHoW crnabocTtu. KnuHnyeckui
naTTepPH XapakTepnlyeTcs NpenMyLLEeCTBEHHbIM BOBJE-
YEHMEM IKCTPAOKYNSPHON, MUMUYECKOM 1 OynbBapHOI
Myckynatypbl (80%), ¢ 6onee peoknumMm nopaxeHuem
XeBaTeJibHbIX, LWENHbIX N OblXaTesbHbIX MbillL, (40%).
OTNnMuYnTENBHBIM MOMEHTOM SIBASIETCA NpeobnagaHue
MbILLEYHOM cnaboCcTn B TPEXINAaBbIX MbILILAX MieyYHas,
0eNbTOBUAHBIMM.

MwacTeHus ¢ N034HUM Ha4anoM 3ab601eBaHNSA BO3HN-
kaeT nocne 40 net, HO BO3PACTHOM KPUTEPUIA BKITIOHEHWS
B 3Ty rpynny He yTo4uHeH (0T 40 0o 65 neT), 60bLWNHCTBO
aBTOPOB [7] OTHOCAT K 3To rpynne 60snbHbIX nocne 60
neT, KoTopble cocTaBnsioT 20% OT BCex CinyyaeB Mua-
cteHnn. OTMedaeTcs npeobnagaHne My>XX4mH C TUMOMOWM
(15-20%), conocTaBuMoOW ¢ apyrumm rpynnamu. Ons
nauMeHTOB C NO34HUM Ha4anoM XapakTepPHO NOPaXxeHne
9KCTPAOKYNSPHBIX 1 MUMUYECKUX MbiLL, (90%) noocTo-
BEPHO Yalle BbIIBNSEMOE NOPaXEHNE XEBATENbHbIX,
OynbbapHbIX, WenHbIX (70%) 1 NPOKCMMasbHbIX MbILLILY,
BEPXHUX KOHe4YyHocTen (40%). KnuHnyecknii naTtTepH
COBMAafaeT C KIMHNYECKNMU NPOSABAEHUSIMU MALNEHTOB
C TUMOMOI. XapakTepHo bonee Taxenoe Te4eHne v pea-
KOCTb CMTOHTaHHbIX PEMUCCUINB CPABHEHUWN C MUACTEHWNI
C paHHMM Havanom 3abonesaHus. OCHOBHas NaToreHeTn-
yeckas poJib B JAHHOW rpynmne NpuHaaneXxuT aHTuTenam
K AuXP, HO TakxXe BbIABAAIOTCA aHTUTENA K aHTUreHam
MbILLEYHOM TKaHu: TUTUHY (80%), praHoanMHOBBLIM peLen-
Topam, Kv 1.4, MMO3WHY, aKTUHY, aKTUHUHY, GUNaMEHTUHY
[7], 4TO OOBACHAETCA PEHOMEHOM YBENNYEHUS KoIn4ye-
CTBa 3NMTOMOB B XOA4€ Pa3BUTMS ayTOMMMYHHOIo OTBeTa
Ha PpOHe BO3PACTHbIX UBMEHEHWN MMMYHHOW CUCTEMBI.

axcnepuuenranbﬂue MCCIeNOBaAHUA

Hanuune paHHbIX aHTUTEN accouumpyeTcs ¢ 6onee
TAXENbIM TEYEHUEM, TEHEPANTN3ALMEN N BbIIBIEHNEM
«MNACTEHNYECKON MMONATUU», 4TO NOATBEPXOAETCS
CMOHTaHHOW aKTUBHOCTbIO, YMEHbLUEHNEM OJINTENBHO-
CTM NOTEHUMANO0B ABUraTENbHbIX EOMHNLL MPU SN1EKTPO-
Mumorpadunyeckom mnccnegoBaHun. NatoreHe3 gaHHbIX
M3MEHEHWIN CBA3bLIBAIOT CO CNOCOBHOCTbLIO aHTUTEN K
TUTUHY NOBPEXAAaTb y4aCTku coegunHeHns A/l omckos
Mnodunbpunn [25], aaHtutena k RyR1,2 obycnasnueatot
HapyLleHne KanbLMeBOoro Toka.

Okono 10-24% nauneHToB, cTpagalLWmx Mmmacte-
HUEN MMEIOT OMyxoJb TUMyca — TMMoMy. MuacTeHus B
co4yeTaHun ¢ TUMOMOI HabnogaeTcst B paBHOW cTene-
HW, KaK CPean MYXUUMH, TaK U CPeaun XEHLLMH 1 MOXET
BCTpeyaTbcs B NtoOOM Bo3pacTte ¢ npeobnagaHnem B
anana3oHe 30-50 net. MNaTTepH KIMHUYECKMX MPOSB-
JNIEHNI CXOOEeH C MMacTeHnen ¢ No3OHMM HavYyasloM,HO
oTnmnyaeTcs 6onbluel BblpaXXEeHHOCTbIO CMMITOMOB U
yacTbiM BOBJIEHEHNEM AbIXaTeNbHOW MyckynaTtypsl. lNa-
LMEHThI, CTpajaloLlme MuacTeHnen accoumpoBaHHOM
C TUMOMOW MMEIOT A0CTOBEPHO Hosee BbICOKME TUTPLI
aHTuTen K AuXP (90%) n TnTnHy (90%). Kpome Toro, npu
onyxonsix Tumyca BoisenstoTcs aHTutena k RyR (31,6%),
Kv 1.4 (36,8%), kanbumesbim kaHanam (VGCC), aHTu-Hu,
aHTuUTena K AMrnaponmpuMmanHasa-accoummpoBaHHOMY
npoteuHy 5 (CRMP5), n aHtutena k gekapbokcunase ry-
TaMMWHOBOW KNCNOTbI [22], aHTUTENa K UHTepnenkuHy-12,
MHTepdepoHy anbda-2. Hannume aHTUTEN K TUTUHY,
RyR1, Kv1.4, accouumpoBaHo ¢ 6onee TaxenbiMTeye-
HMEM MMACTEHUN C BOSMOXHbIM Pa3BUTUEM MUO3UTA
n/vnn mmokapamta [32]. MruokapanT (M3BECTHbIN Kak
«Herzmyasthenie»)yalue BbIABASETCA NPU HANTMYUN @HTN-
Tenk Kv 1.4 nxapakrepmnayeTcs netasbHbIMU apUTMUAMU,
BKJIOYAIOLLIMMIN XEeNya04KOBYO Taxmkapamio, cnabocTb
CUHYCOBOI0 Y3112 M MOJIHYIO aTPUOBEHTPUKYNSIPHYIO 610-
Kagy. Hanvyve nepBrnyHO-MbILLEYHOIO MOPaXeHUs Noa-
TBEpPXAaeTca numdoumTapHon nHouneTpaumein (CD8+)
CKENETHbIX MbILLLL.

MpuymHoM Takoro pasHoobpasvs aHTUTEN SBASETCSA
NO3UTUBHAA CENeKUMS ayTOpPeakTUBHbIX T-numMmpounToB
M npe3eHTauns cOOCTBEHHbIX aHTUIEHOB, SKCMPECCU-
PYEMbIX OMYXOJIEBLIMU KIETKAMMW, BO3HMKAIOLLAA N3-32
HepocTaTka 3KCNPeccum ayToMMMYHHOIO PEFYISTOPHOIO
reHa (AIRE) n cenektnBHoM yTpaTbl T-perynasaToOpHbIX
kneTok [29]. BoaHHoW rpynne y 60/bLUNHCTBA NALNEHTOB
TUM3KTOMMUS NPUBOAUT K YMEHbLLUEHWNIO BblPpaXXEeHHOCTN
CMMMNTOMOB, B MEHbLLEN CTEMEHN NPU HAIMYNW aHTUTEN
K TUTUHY.

MpnbnmnautensHo y 10-15% naumMeHTOB ¢ reHepanu-
30BaHHOM HGopmMon mruacTeHuii 'y 50% c rnasHon dop-
MoraHTuTena K AuXPHe Boisenstotcs. Y 40% naumeHToB
Oblnn 0bHapyxXeHbl aHTUTENa Kk MuSK, npusogsawme K
HapyweHunto pochopunuposaHns AuXP v HapyLialowme
ero GyHKUMOHNPOBaHME Kak MOHHOro kaHana. MuSK-
accouuMpoBaHHas MMacTeHus xapakTepHa npemmyLle-
CTBEHHO O/151 XEeHWWH, monoxe 35 net [16], npu aTom
YPOBEHb aHTUTEN KOPPENMPYET C TAXECTbIO 3aboneBa-
HUS. KnMHnyecknin naTTepH xapakTepu3yeTcs npenmy-
LLLeCTBEHHbIM BOBJIEHEHUEMMNMUNYECKUX, XEBATENbHbIX,
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MMOTOYHbIX NENHbIX MbILUL, C BO3MOXHbIM Pa3BUTUEM B
HUX atpodun (T.H. MMONATUA KPaHNANbHbIX MbIwL) [11],
OTHOCUTENBbHO PEOKMM MOPaXEHNEM 3KCTPAOKYISIPHbBIX
(50%) n TynoBULHBLIX MbiwL, (31%) 1 MbiWL, KOHEYHO-
cten. E.D. Apel [et al.] [9] onncbiBaeT TONLKO rMa3Hble
NpPosiBNEHNs y NauneHToB ¢ aHTutenamuk MuSK. Ons
HMX XapakTepHbl 6oee YacTble MUACTEHNYECKME KPU3bI,
00YyCNOBNEHHbIE HN3KOM 3P DEKTUBHOCTLIO aHTUXONINHI-
cTepasHoli (0kos10 60%), MIOKOKOPTUKMOAHOM Tepanum mn
TUMIKTOMUN. OTANYUTENBHBIMW aCNEKTaAMM TaKXe ABNS-
l0TCSl OTCYTCTBME UM HEBONbLLIOV AekpemMeHT M-oTBeTa
NPV PUTMUYECKON CTUMYNSLMKN 1N OTCYTCTBUE TUMOM.

B rpynne cepoHeraTMBHOM MWUACTEHUN BbISIB/IEHbI
aHTuTenak LRP4, KoTopble NpensTCTBYIOT arpuH-accoLm-
posaHHoM knactepusaummn AuXP. PacnpocTpaHEHHOCTb
[AaHHOM GOPMbI CEPOHErATUBHOM MUACTEHUM COCTaBNASET
3-18% [20]. KnuHnyeckuin naTTrepH NOJHOCTbIO HE OMNK-
caH, HO U3BECTHO, YTO NpeobnaaaoT NauneHTbl )KEHCKOro
nona (2:1), MbllweyHas cnabocTb HOCUT YMEPEHHbIN Xa-
pakTep, pacnpeneneHue rno MbilLeYHbIM FpynnamM CXOOHO
C Cepono3nTnBHbiMK naumeHTamm (AuXP), Ho 22% orpa-
HUYMBAETCS TOJLKO Ma3HbIMY NPOsiBAeHNAMU. B otnnyme
oT MuSK-no3uTMBHbIX MNALMEHTOB OHU MMEIOT MOSOXN-
TeNbHbIN OTBET HA UHTMBUTOPbLI ALETUAXONMHACTEPAS3bI.

CpaBHUTENBHO HEAABHO, B FPYNNe «TPUXAbl CEPOHE-
raTuBHbIx» (6e3 aHTuTen Kk AuXP, MuSK n LRP4) naumeHn-
TOB, CTPaAAOLMX MNACTEHNEN, BbISIBEHbI aHTUTENA K
arpuHy B 15-50% cny4yaes [20, 24], k ColQ B 1,2-5,5%,
POJib KOTOPbIX B POPMUPOBAHUN KITMHUYECKMX MPOsiBNEe-
HUI YyTOYHHAETCH. B ocTaBLLEencs 4acT CepOoHeraTuBHbIX
NaLMeHTOB BbISiBNEHbl HN3KoadPUHHbIE aHTUTENa K AuXP
(rnasHasa dopma — 50%, reHepanusoBaHHaa — 66%) u
Hn3koadbuHHble aHTuTeNna Kk MuSK B 8—13%, koTopble He
onpenensaTcsa 0OblYHBIMU MeToAnKaMK. B Toxe Bpems
BEOETCS MOUCK HOBbIX aHTUMEHHbIX MULLIEHEN B HEOOJTb-
IO rpynne OCTaBLUMXCS CEPOHEratmBHbIX MAUMEHTOB.

AHTUrE€HHbIE MULLIEHU NPU MUaCTEHUN. AHTUTENA K
aLEeTUIXONMHOBBIM PeLEenTopam — 3TO ANArHOCTUYECKN
3HAYUMBIN MapKep 1 BeayLmin hakTop natoreHesa Bcex
Cepono3nTmBHLIX N 66% cepoHeraTMBHbIX GOpPM.

HukoTuHoBble AuXP nocTcmHanTu4eckom memopaHsi
MbILLEYHbIX BOJIOKOH SIBASIIOTCS HAanbonee N3y4eHHoM aHTu-
rE€HHOM MULLIEHBIO NPY MacTeHnn. AuXP aBnseTca nuraHa-
3aBMCUMbIM HATPMEBBLIM KaHa/IOM, COCTOSILLMM 13 5 Ben-
KOBbIX TPAHCMEMOPAHHLIX CyObeanHuLL, (SMOPUOHabHas
dopma ala1PByd; B3pocnas popma alo1fed). Y BI3pOCnbIX
noaen aMOpPUOHaIBbHBIV BApUaHT PELLENTOPOB HAaXOAMTCS
TOJIbKO B 3KCTPAOKY/ISPHbBIX MbILLLIAX B CBA3U C 9TUM, Bbl-
paboTka aHTUTEN TOJNbKO K y-CyObeanHuLLE onpenenseT
pasBuTrEe mMasHom GopmMbl MruacTeHmn. Npu reHepanmso-
BaHHOM GpOpMe MMACTEHUM aHTUTEeNa BbipabaTbiBalOTCS
Ko BceM cybbeanHuuam AuXP, HO NPenMyLLEeCTBEHHO K
a1-cybbeneHue. B kauecTse anntonos B o.1-cydbeanHuLe
BbIAENSAOT MaBHbIN UMMYHOr€HHbIN pernoH —MIR (akcTpa-
LennonspHblii pparmeHT 67-76 a1-cybbeneHnupl), Bbl-
ABNSEMbIV MPY MUACTEHUN 6E3 TMOMbI 1 O4E€Hb UIMMYHO-
reHHbI uMtonnaamarumdeckuii anuton — VICE-a. (bparMeHT
371-378a1-cybbeaeHuLbl), XxapakTepHbIN AN MUACTEHUM,
aCcCcoUMMPOBAHHOM C TUMOMO [21]. B 3aBUCUMOCTM OT Ha-

3KGﬂeEHMGHTaﬂbﬂble MCCIIenOBaHUuA

s aHTuTen K AUXP, BbiIBNSIEMbIX 0ObIYHBIMU MeToAMKa-
Mu (MDA, PUA), BbIoenstoT cepono3ntmeHyto (80-85%) n
cepoHeraTtvBHyto dopmbl (10-15%) mmacteHun. AHTUTENA
K AuXP, npeactaenenHbie IgG1 nlgG3 nsodopmamu, aBns-
I0TCSA BUBASIEHTHLIMU M aKTUBUPYIOT CUCTEMY KOMIMJIEMEHTA.
Kpome Toro, ABnaioTCs reTeporeHHbIMM Mo CBOEV peakTyB-
HOCTW MO OTHOLLEHMIO Pa3NINYHbIM PEMMIOHAM CKENETHOMN
MycKynaTypbl. [10 MexaHM3My BO3AENCTBUS, aHTUTeNa K
AuXP penstcs Ha cBA3biBaloLLMe, OJIOKMPYIOLLIME U MOAY-
JNMpytoLLe, MPUCYTCTBYIOLLME B Pa3/INYHbIX COOTHOLLEHUSIX
y B0JIbHbIX MMACTEHUI, 4TO 06yCnaBAnMBaET OTCYTCTBUE
Koppenaumm obLUero ypoBHsa aHTuTen kK AuXP v cteneHu
TKECTU KIIMHMYECKUX NposiBReHuia [17].

CeasbiBatoLume aHtutena (69-82% npmn reHepanmso-
BaHHOM MmnacTeHum 1 59% npum rnasHom Gopme) Bbi3biBaOT
KOMMJIEMEHT ONMOCPEOOBaHHbIN IN3MC NMOCTCUHANTUYECKNX
MembpaH. MembpaHoaTakyoLLiA KOMMIEKC SBASIETCSA NpU-
YMHOI NOBPEXAEHUS, YNTOLLEHUS U UCKaXKEHUSI HOpMaslb-
HOW CKlaayaTon CTPYKTYPbl MOCTCMHANTUYECKON MeMbpa-
Hbl [23]. JononHuTenbHbIM hakTopoM naToreHe3a npm 3Tom
MexaHn3Me SIBNSIETCS NOBbILLEHME TUTPa KOMNoHeHTOB C3
n C5 komnnemeHTa. Moagynmpytowime aHtutena (70-80%;
Npu OTCYTCTBUM CBA3bIBAIOLLMX aHTUTEN B 4%) BbI3bIBAIOT
AHTUrEHHYIO0 MOAYNALMIO, KOTOpasi peanmayeTcs npu nepe-
KPEeCTHOM CBs3blBaHUM AUXP aHTUTENOM C MOCEAYIOLLNM
VX SHOOLMTO30M M Aerpagaument, 4yto npuBoanT k aepuumty
AuXP Ha NOBEPXHOCTM MOCTCUHANTMYECKON MeMOpaHbI
[21]. Bnokupytowpe aHTuTena (52% npuv reHepann3oBaH-
Hol dopme 1 30% npu rna3Hor GopMe), Bbi3bIBAIOT HEMO-
cpencTBeHHyo 6/10kay CBA3bIBAIOLLMX y4acTKoB AUXP, 4To
NPUBOANT K YMEHbLUEHMIO DYHKLMOHANBHBIX PeLenTopoB
npu coxpaHeHun nx obuero konunyectea (puc.2) [15].
MeHee yemM y 1 % naumeHToB BbISIBNSIOTCS 610KMpyoLLmME
aHTUTEena 6e3 CBA3bIBAOLLMX aHTUTEN.

AHTUTENA K ckeneTHov myckynarype (ACM). I'pynna
aHTUTEN K CKENIETHOW MycKynaType Oblna BbisiBNieHa rnpu
VCCNeaoBaHn CbIBOPOTKM NALMEHTOB C MUACTEHMEN B
1960r. A. J.L. Strauss n coasTopamu [30]. B aTon rpynne
BbIAENSIOT aHTUTENa K TUTUHY, PUaHOOVNHOBLIM PELLENTO-
pam (RyR1, RyR2), Kv1.4, MMO3UHY, aKTUHY, aKTUHUHY,
dunammHy [34].Hanbonee n3y4yeHHbIMN ABASIIOTCS aHTUN-
Tena K TutuHy, RyR1nKv1.4.

OcHoBHyo ponto (90%) cpean aHTUTEN K CKEeNeTHOM
MYCKyfiaType 3aHUMaIOT aHTUTENA K TUTUHY — TMraHCTKOMY
6enky pasmepom 3000 ka, pacronoxeHHOMY B capkomepe
mMexay Z-nMH1e U MUO3MHOBBLIMU puiaMeHTaMm 1 obecne-
YMBaIOLLIEMY NMACCUBHYHO HANMPSXXEHHOCTb cCapkoMepa. Takum
00pa3oM, TUTUH OCYLLIECTBISIET yNpaB/ieHNe PaCroNOXeHN-
eM capkomMepa 1 06ecrneymBaeT MbilLEYHYIO 3/1aCTUYHOCTb.

AHTUTENA K TUTUHY BbipabaTbiBAlOTCHA NPENUMYLLLE-
CTBEHHO K IMIaBHOMY MMMYHOreHHOMY pernoHy MGT-30
(myasthenia gravis titin-30, 30k[a)[ 14] n oTHOCATCS K NO4-
knaccam IgG1 n IgG4, koTopble CnOCOBHbI aKTUBMPOBATL
KOMMeMeHT. MeHbLuas [ons aHTUTeN BbipabaTbiBaeTcs
K PEVK-permoHy tutuHa, cocrosiwero u3 nponuHa (P),
rnyTamuHoBo kucnotsl (E), nnauHa (K) v BanuHa (V)[17].
AHTUIEHHbIE AETEPMUHAHTBI TUTMHA SKCNPECCUPYOTCS
B KJleTkax TuMoMbl [21], 4TO onpenenseTr 4OCTOBEPHO
O0sbLLUYIO BCTPEYAEMOCTb aHTUTEN K TUTUHY NPU Haiymnm
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TMMOoM — 90%, Yem Npy MUACTEHUN C NO3OHMM HAYaIOM
(80%) 1 MnacteHmm ¢ paHHUM Havanom (40%). AHTuTena
K TUTUHY He SBNSIOTCS MapkepoM COOCTBEHHO TUMOMGI,
a oTpaxatoT 0co6eHHOCTb ayTOMMMYHHOIO npouecca
NPV MUACTEHNN, COYETAIOLLENCH C TUMOMOM, NOCKOJIbKY
HabnogaeTca cnydyanm OTCYTCTBUSA aHTUTEN K TUTUHY Npu
TMoMax 6e3 MmacTeHnn. KoppensaumoHHbIX CBA3en Mexay
rMCTONOMMYECKUM TUMOM TUMOM U TUTPOM @HTUTEN K TUTUHY
He BbISIB/IEHO. B TOXXE BpeMsi TUTP aHTUTEN 3HAYMMO BhbILLE
NpW HanM4YnUmM opraHocneundmnyeckon onyxonm Tumyca
(3anuTenuanbHbIX). rarHoCTMYeckoe 3Ha4eHNEM MEET MNo-
BbILLEHME QHTUTEN K TUTUHY Y MALNEHTOB C PaHHVM Ha4YaJ10M
(>8y. e.), 4TO OTPaXaET HaIMYME NIV PELNONB TIMOMBI.

OpaHoM 13 A0CTAaTOYHO N3YHEHHbIX MULLEHEN AN151 aHTU-
TeJ K CKENETHOM MyCKynaType BASI0TCA PUaHOANHOBbIE
peuentopsbl (RyR) — xemoB0306yaAnMbIE KanbLMVEBbIE
KaHaJibl, PaCrnoJIOXKEHHbIE HA CAPKOMIa3MaTU4ECKOM pe-
Tukynyme. RyR npencrasnsiet coboi TpaHCMeMbpaHHbIN
OenkoBbI TeTpaMep, COCTOALWMN U3 4 rOMOIOrMYHbIX
cybbeamHuy, maccoii 550 ka [15]. Jlurangom gns atmx
pPeLenTopoB ABAAETCA ankanoug, puaHoanH u KOpeunH.
BbigeneHo 3 nsodopmel peuentopos: RyR1 — npenmy-
LECTBEHHO PACNPOCTPAHEHHbIX B CKENETHbIX MbILLLAX;
RyR2 — B Mnokappge v ronoBHoM Mo3are, a Takke RyR3 — B
rNagKux MblLLILLAX Pa3J/IMYHBIX OPraHOB Y FOSIOBHOM MO3re
[9]. AHTTENna k RyR npenmMyLLecTBEHHO OTHOCSATCSA K
IgG1, v BbipabaTbiBAOTCS K IMaBHOMY MMMYHOFEHHOMY
PErMoHy, pacnosiokeHHOMY Ha yyacTke 799-1172 nen-
TnpgHo uenu [33]. BaxHo 0cobeHHOCTbIO ABNSETCS
cnocobHocTb aHTUTEN K RyR1 nepekpecTHO pearnpo-
BaTb C APYrMMmn n3odpopmMmamMmm, 4To B KOHEYHOM UTOre
NnpMBOAMT K Pa3obLUeHM0 NPOLEeCCOB BO30YXAEHNS U
COKpAaLLEeHs B CKENIETHOM 1 CEPAEHHOM Mbiliuax. Betpe-
yaemocTb aHTuTen k RyR1 coctasnset 13-38% oT1 Bcex
dopM muracTeHum n 70-80% y naumMeHToB CTpaaaroLLmMx
MuacTeHnemn, acCouMMPOBaAHHON C TUMOMOIA.

Kv 1.4 cocToaT ns4 tpaHcMmeMOpaHHbIX o.-CyObe ANHNLL,
KOTOpble GOPMUPYIOT FOMO- 1 reTepoTeTpamepsbl. Kv 1.4
ABNsieTcs a-cyobeanHMLUEN C MOJNEKYSIPHBIM BecoM 73
k[a, nokann3oBaHHOW, rMaBHbIM 0OPa30OM, B FOJIOBHOM
Mo3re, nepndepnyecknx HepBax, CKENETHON MyCKy-
nartype u mmokapge. BctpevaemocTb aHTuTen Kk Kv 1.4
coctanseT 12-15% oT Bcex GopM MUACTEHUMN.

MaupeHTbl CTpaaaoLLIX MUACTEHNEN C HAIMHNEM AHTU-
TeJs K cKeneTHom myckynaType (Tntunny, RyR, Kv1.4) xapak-
TepuaytoTca Bonee TaxenbiM TedyeHrnemM 3aboneBaHust, a
KPOME TOro, UMEIOT PUCK Pa3BUTUSs MMO3UTa U MMoKapamuTa
BTeveHne 13-211 mecsues nocne Havana MmacteHnn [32].

AHTUTENA K aHTUIFEHaM KOMMJiekca knactepmsaymm
AuXP (MuSK, LRP4, arpuH, ColQ). AHTUreHbl NocTcu-
HaNTU4YeCcKOoro KomMmnaekca, obycnaBvBaloLLEro KiacTe-
puzsauuto AuXP, sBnstoTcs B O0NbLUIMHCTBE CllyYaes, M-
LIEHAMMW aYTOMMMYHHbIX PeakLMii Npu CepOHeraTUBHOM
MunacteHun (puc. 3).

Hanbonee nady4yeHHbIM aHTUTEHOM W3 3TOW rpynmnbl
apnaetcd MuSK- eguHcTBeHHas Ha CerogHsALWHNNA
OEHb aHTUIFEHHAs MULIEHb NMPU MMUACTEHUN, KOTopas
He nokanuM3oBaHa B TumMyce. MuSK npeacraBnsieTt co-
60l TpaHCcMeMOpaHHbIi 6en0K, PaChONIOXEHHbIM Ha

axcnepuuenranbﬂue MCCIeNOBaAHUA

nocTcuHanTuyeckom membpaHe HeEPBHO-MbILLIEYHOIrO
cuHanca. BHEKNETOYHbI yHaCTOK MOJIEKYbl COOEPXMUT 3
VMMYHOINoBYNMHOMOA06HbIX IOMEHA, NEPBbLIA U3 KOTO-
pbiX, B GONbLUMHCTBE C/ly4aeB, ABASETCS 3NUTONOM A1
aHTUTEN N OOVH CNPaNeBUOHbIN JOMEH, BbICTYNAKLMX
B kayecTBe anutona B 30% cnyyaes [11]. BHyTpukneTou-
HbI JOMEH COAEPXUT yHacTok, obnagaioLwmii KUHa3HOM
aKkTUBHOCTbIO. PyHkunoHnpoBaHne MuSK cBasaHo ¢
KackaZloM peakuuii, BKIYaLWMX BblAeNeHne arpnHa
13 NPecnHanTU4eCckom TepMmnHaNM 1 B3aumMonencTene
ero ¢ LRP4. JaHHbI KOMMeKC cBA3bIBaeTCs C 1-nMmy-
HOrNo6YIMHONOAOOHBIM JOMEHOM U aKTUBMPYET ANME-
puzaumio MuSK, 4To 3anyckaeT KMHA3HYI0 akTUBHOCTb
CNUpPaneBMaHOro OMeHa 1 NpuUBOAUT K pochopunmpo-
BaHMIO CBA3AHHbIX C pancuHomM cyobeamHuy, AuXP [8].
Onsa MuSK Takxe xapaktepHo B3anmogerictaue ¢ ColQ,
KOTOPbIV yOepXnBaeT aueTunxonnHactepasy (AX3) B
CUHANTMYECKOM LWenn. 3TO NPUBOAMUT K yMeHbLUEHMIO AXD
B CMHaNTM4YecKon wenn. [16] n o6bACHSEeT nosiBNeHne
rMNepXoSIMHEPrMiYecKon peakumm Ha NpuemM MHrMemUTopoB
auetunxonnactepasbl (MX3).

AHTUTENna Kk MuSK npenmyLLeCTBEHHO OTHOCATCH K
IgG4, KoTOpble He CMOCOBHbLI aKTUBMPOBATL CUCTEMY KOM-
naeMeHTa 1 NpPUBOASAT, B KOHEYHOM UTOrre, K HAPYLLEHNIO
knactepusaumn AuXP, 6e3 N3MeHeHUs1 UX MIOTHOCTU U
CMOCOOHOCTU K CBA3bIBAHUIO C aLETUIXONMHOM, HO Ha-
pyLuas nx GyHKLUMIO Kak MOHHbIX KaHanoB. B MeHbLuen cTe-
neHun onpeaensatoTca noatunsl IgG1 nlgG3, obecneymsas
OviBafieHTHOE CBA3bIBaHME, akTMBauuio pochopunmpo-
BaHUA 1 geceHcntmnsaumio MuSK. BbloensatoT HECKObKO
MEXaHM3MOB pa3BuTusa AnchyHkumm MuSK: 1) ummyHHas
Moaynaums n nHtepHanusaums MuSK; 2) 6nokupoBaHume
B3anmopgencTeua komnnekca LRP4-arpvH ¢ MuSK; 3)
HapyLWeHNE KMHA3HOW aKTUBHOCTM CNUPaNeBnaHOro
nomena; 4) pasobuieHne B3anmocsasu ColQ n MuSK.

AHTnTena k MuSK soisienaiotcsa B 30-40% cnyyaeB
TOJIbKO NPV CEPOHEraTMBHOW MMACTEHUU, 3a UCKJIIIO-
YeHMEM OLHOro ANOHCKOro UnccnenoBaHus, B KOTOPOM
npencTaBneHo HabnaeHne codetaHns aHtTutTen K AuxXP
n MuSK[11]. BctpevaemocTtb aHTuTen Kk MuSKnpu Bcex
dopmax mmacteHum coctaBnsieT 8%.

OCco6eHHOCTM HapyLUEHNS HEPBHO-MbILLEYHOW NPO-
BOAMMOCTM Npu Hanuninm antuten kK MuSK onpegenstot
HM3KYI0 3DPEKTUBHOCTL CPEACTB NATOreHeTNYeCcKom
Tepanuu n Hann4ne «KpaHmanbHOM MMoNaTUM» B KIINHU-
yeckon kapTuHe. PasButne atpoduin cea3bIBalOT C 06-
HaPY>XEHNEM LIMTOXPOM-C-OKCUAA3HbIX HEraTUBHbIX BO-
JIOKOH — FTMCTOXMMMYECKOr0 Mapkepa MUTOXOHAPUANbHbLIX
Mnonartuii [32].MNpeanonaraercs Takke AeHePBaUVOHHAs
MOZENb NOPaXeHVs CUHaANTUYECKOro annapara, 4To noa-
TBEPXOAETCS BbIIBIEHMEM aHIYNAPHbIX aTPODUYECKNX
MbILLEYHbIX BOJIOKOH, TUMMYHbIX AN OEHEPBALMOHHbIX
3abonesaHuii.

LRP4 aenaetcsa TpaHCcMeMbBpaHHbLIM BENKOM, 9KC-
TpauennonsapHbIi 4OMeH KOToporo coctout n3 8 LDLa
nomeHoB, 2 EGF nomeHoB 1 4 b-BUHTOBbLIX JOMEHAa, KaxX-
OblA U3 KOTOPbIX OTAeNeH apyr ot agpyra EGF-nogo6HbIM
nosTopoM. LRP4 aengeTcsa aByHanpaBieHHON CUrHasb-
HOIM MOJIeKynoii, CNOCOBHOM MHAYLIMPOBATbL NpecuHan-
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KOMILTEMEHTA H

3xcne2umen’ranbume HMCCTIeNOBaHUA

Puc. 2. Tunibl aHTUTEJI U MEXaHU3MbI UX B3auMoaeicTBus ¢ AuXP: a — cBsi3bIBalolIKe; 0 — MOIYJUPYIOLIKE; B — OJIOKUPYIOLLIUE
anturena (mo Conti-Fine B.M., Milani M., Kaminski H.J. Myastheniagravis: past, present, andfuture. 2006)

Puc. 3.TlocTcMHANTUYECKUI KOMILIEKC KJlacTeépusaln aliCTUJIXOJIMHOBBIX PELICIITOPOB

Tn4eckyo anddepeHUNpPoBKY TEPMUHAN aKCOHa ”
OCYLLECTBNATb arpyH onocpeaoBaHHy0 cTabunmnaaumo
noctcuHanTuieckmnx AuXP. Onutonsl ana aHTuten kK LRP4
HE onpeneneHbl. AHTUTENa OTHOCATCS K KOMMJIEMEHT-

akTuBmpyowemy knaccy IgG1 n npenaTcTByOT arpuH-
vHayumpyemom knactepmadaumn AuXP [16]. AHTuTena K
LRP4 BhisBnsiotcsa B 3—18% cnyyaeB cepoHeraTuBHbIX
nauneHToB n B 18,7% npu otcyTcTBUM aHTUTEN K MUuSK

160 1(53)-2016 BECTHWMK POCCUMCKOWM BOEHHO-MEANLUUHCKON AKALEMMUN



n AuXP. B uenom, antutena k LRP4 Bbiaensotca B 1-2%
OT BCEX Clly4aeB MmacTteHum. Accoumauym ¢ TMAMOMOM He
BbIsiBNEHO. B cnyyae codetanus (AuXP/LRP4 nnn MuSK/
LRP4 anTnTen) 3abonesaHus 6onee Taxesnble.

HenpoHanbHbIN arpyH — KPYMHbIA 9KCTpaLLeionsap-
HbIi MaTPUKCHbBIN NPOTEVH, BblAENSEMbI MOTOHENPO-
HOM, B3ammogencTeywowmn ¢ LRP4 v nugyumpyowmmn
knactepundaumio AuXP [33]. ArpmH Takxxe UMeEeT MblLLEeY-
HYI0 N30pOpMY, KOTOpas OT/INHAETCS OT HEBPAJIbHOM Ha
8 aMMHOKMCNOTHbLIX OCTATKOB, YTO AENAeT BO3MOXHbIM
nepekpecTHOe pearMpoBaHue aHTUTeN. AHTUTena K
arpviHy HeaBHO ObLIN MAEHTUDULMPOBaHbI B HEOOSbLLOW
rpynne «Tpuxapl HEraTUBHbIX» MALMEHTOB C MUACTEHNEN
(AuXP-/MuSK-/LRP4-) B 15-50% 1 B 2—3% cny4aeB BCeX
dopm mmacteHum [11]. Kpome TOro, MOryT BbISBIATLCA
npuv PpasnnyHOM COYETAHUM aHTUTEN K APYrMM @HTUMEH-
HbIM MULLEHSAM MPU MUACTEHUN.

ColQ - konnareH yaepxvBaloLmi B CUHaNTUYECKOM
wenun Tpu TeTpamepa AuXd n pukcunpyowmiics kK MuSK
[9]. ColQ-aHTuTENna onucaHbl B 3-4% Bcex nauueH-
TOB CTpagaowmx MmuacteHnen n B 1,2-5,5% «tpuxapbl
HeraTueHbix» (AuXP-/MuSK-/LRP4-) o6pasuax [20].
CneunduyYHOCTb JaHHbIX aHTUTEN TPEOYET AasibHENLLEro
n3ydexusa [10].

PancuH — BHYTPUKNETO4YHbI 6enok KOHLEeBOW nna-
CTUHKU, KOTOPbIN HeEOOBXxoaMM Ans knactepudauum AuXP
Ha MOCTCUHANTUYECKMX CKNaaKax HEPBHO-MbILLEYHOIO
coeguHenus [19]. AHTUTENA K pancuHy BeisiBNeHbl y 15%
nauueHToB, CTpaaatoLLmMX MMacTeHnen n Hambonee 4acto
y NAUMEHTOB C TUMOMaMMW. Takke OTMEYEHO, 4TO aHTUTe-
Na K pancuHy BCTPEYatTCs 1 Npu APYrx ayTOUMMMYHHbIX
3ab60n1eBaHUSIX.

AX3 Takxe Oblna onvcaHa B Ka4eCcTBe aHTUFeHHOM
MULLEHN Y NALUMEHTOB, CTPafalLWmMX MNACTEHUEN, HO
naToreHeTn4eckasi posib aHTUTEN TPebyeT AaslbHENLNX

axcnepuuenranbﬂue MCCIeNOBaAHUA

nccnenoBaHniA, MOCKObKY OHU Obln BbISIBNIEHbI KaK NPy
OPYrx ayTOMMMYHHbIX 3a00/1EBAHUSAX, TaK Uy 30,0POBbIX
mopen [17].

Takrm 06pa3oMm, reTePOreHHOCTb KIMHNYECKMX MPO-
ABMIEHUM MUACTEHUN 3ABUCUT HE TOJIbKO OT HaIN4ms u
COOTHOLLUEHUS TEX NN NUHBIX MATOrE€HETUYECKNX aHTUTEN,
HO 1 OoT 6onee anddepeHUMPOBaAHHBIX MEXAHN3MOB, Kak
pPas3nnYyHbIE ANUTOMbI AHTUFEHOB 1 PA3SINYHbIE NOAKNACCHI
aHTuTen.

MeToapl AnarHocTvka MmacTeHnn. [1ns NnoATBEPXAEHNS
OnarHo3a CyLLEeCTBYET psg METOAMK: 3KCNpecc-npobbl
(Cc BBEAEHMEM aHTUXONNHACTEPA3HbIX NpenapaToB (He-
ocTuUrMmHa metuncynbdara, 3apodoHns xnopuaa, NMpu-
nocturMnHa 6pomunaa) u Ice-pack npoba), anektpodpmano-
JIOrM4EeCKOe NCCNeN0BaHNE 1 ONpeaesieHne KOHLEHTpaumm
cneumdun4ecKknx aHTUTEN B CbIBOPOTKE KPOBU (puc.4).

Okcnpecc-npobbl. MHrmMbuTopbl aueTUIXoNMHacTepa-
3bl 06pPaTMMO BGIOKMPYIOT aLLETUIXONNHICTEPA3Y U NPO-
JNOHIMPYIOT 3P EKT aLLETUIXONMHA B HEPBHO-MbILLEYHOM
cuHarnce, 4To NPUBOAMT K YMEHbLUEHMIO BbIPAXXEHHOCTU
MbllleYHon cnabocTu. HeocTurmmmHa rugpoxaopua,
(nposepuH), 1,5 mn 0,05% mnn nupmuaocTurmmHa 6po-
Mug (kanumMmmnH-dopte) 10 Mr BBOAMTCS NOLKOXHO Npu
mMacce Tena naumenta 50-60 kr, B nose 2 ma (mnn 20
MI KannMuH-popTe) npu macce Tena 60-80 kr n 2,5 mn
(vnun 30 mr) — npu Bece 80-100 kr. eTckas LO3MPOBKA
cocTtasnsiet 1 maunm 5 mr kanmmuH-dopTe. Npu BO3HMK-
HOBEHWM N30bITOYHbLIX MyCKAaPUHOBbLIX 3 dEKTOB BBOAAT
aTtponuH B go3e 0,2-0,5 mn 0,1% pactBopa. OueHka
nposoanTcs B TeyeHne 0,5-1 yaca. HyBCTBUTENBHOCTb
MeToaa coctaenseT 71,5-95% aons reHepanmM3oBaHHbIX
dopm. MaszogsuraTesnbHble PACCTPOWCTBA CYLLLECTBEHHO
MEHbLLE pearmpytoT Ha BBeaeHne NX3.

Ice-pack npo6a BbINOMHAETCS NyTeM NpukiagbiBaHns
K 3aKpbITOMY rnagy nbaa Ha 2—5 MuH. MNMpoba cunTtaeTcs

MopgozpeHue Ha

—b- MonoxxuTensbho

—> OTpvlaTenbHo

|

1
BeinonHenue 1
npozepuHoeoi npobel :
u lce-pack recra 1
1
1

Weccnepoeanue ypoeHsa
aHTuTen kK AuXP u
rPYNNOBEIM aHTUreHaMm
CKeNeTHoW MycKynaTypbl

s

v
N leHepanuzoBaHHan
r. Pop $opma muacTeHUH
SHMI Weenegosanue Ha
SFEMG — (puTmunueckas ] Hanuume anTuTen kK MuSK
cTumynayus 3 MNy)
S,
»
A h v
TpeGyerca nepecmotp MogTeepmaeHiue

[AWArHOCTHYECKOTO
NpeAnonoMeHHUa

AWarHoza MHacTeHHUH

Puc. 4. AnropuT™ TMarHOCTUKU MUACTCHUU
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NONOXNTENbHON, eCNK rnNa3Has Wesb paclumpseTcs 60-
nee yem Ha 3 Mm. 1ns oueHkn 06paTMMOCTV OpTaNBMO-
nnervv npoba nokasana 83% 4yBcTBUTENBHOCTL M100%
cneundunyHoCcTb. ns NTo3a YyBCTBUTENIbHOCTb MPOO6LI
cocTtaBuna 89%, crneundpuyHocTb — 100% [35].
OnekTpodn3noaormieckne MeToabl NCCneaoBaHus.
PuTmmnyeckas cTumMynsiums — Hanbosee YacTo MCMOoJIb3YEMBbIIA
AnekTPOPU3NONOrNHECKN METOL, NCCNEA0BaHNS HEPBHO-
MbILLEYHOrO NpoBeaeHus. INpn pUTMUHECKON CTUMYNSLAN
(2-5 I'u) HabnagaeTcs NPOrpPecCUBHOE YMEHbLLEHME (Oe-
KPEMEHT) aMnAnTy, NOTEHLMANOB AENCTBUS MbILLEYHOIO
BOJIOKHA, BbISIBNSiEMOe B 75% cny4aeB reHepann3oBaHHOM
MmacteHmm (<50% npw rmasHor GopmMe MrUacTeHNN).
dnekTpomunorpadums eaqUMHUYHOrO MbILLIEYHOrO BO-
nokHa (SFEMG) B 0CHOBE KOTOPOW NEXUT OLLEeHKa pas-
HMLUbl BO BPEMEHWN (OXUTTEpPA) He OOHOBPEMEHHOIO
NosIBJIEHNS NOTEHUMana AeNcTBUS B ABYX MblLLUEYHbIX
BOJIOKHAX, NUHHEPBUPYEMbIX OAHMM aKCOHOM, CUHXPOHHO
CTUMYJIPYEMbIX 3/IEKTPOAOM, NO3BONSIET 0OHAPYXUTh
n3meHeHne mxntrepa (Hopma <60 mc) B 95-99% cnyyaeB
MWaCTEHUW, ECIN UCCNENYETCHA NOpaXxeHHas Mbllua.
B TOXeE BpemMsa, LKNTTEP HE ABNFeTCA crneundunyeckmum
IBIEHMEM AJ19 NEPBUYHOIO MNOPaXXEHNS HEPBHO-MbILLEY -
HOro CMHanca 1 MoXeT OblTb 0BHaPYXXEH NMPW NaToNornn
HEepPBOB M MbILL,. [T03TOMY HaNBObLUASA CAELNPUYHOCTD
ansa SFEMG HabntogaeTcs npy NosIHOM OTCYTCTBUM U
HEe3HaYNTENbHbIX U3MEHEHUX Ha DM

3xcnepumen‘ranbnue MCCIIenOBaHUuA

ViccnepnoBaHme ypoBHS cneumduyeckmnx aHtTuTen npu
MmnacTeHun. Ha cerogHsWwHMn geHb 4acToO MCMnoJb3ye-
MbiMK meToankamn (PUA, DA, UMMYHOBNOTTUHI) BO3-
MOXHO uccnenoBaHme ypoBHSA aHTuTen K AuXP, MuSK,
rPynnoBbIM @HTUTEHAM CKENETHOM MYCKyNaTypbl, TUTUHY,
RYR, LRP4, pancuHy.

Hanbonee coBpeMeHHON MEeTOANKON AMarHOCTUKMK
ABNSETCH METOAMKA KIIETOUYHbIX KYNbTYp (YenoBevyeckue
9MOpUOHasbHbIE KIIETKM MOYEK), CoAepKaLlme Ha CBOEN
NMOBEPXHOCTU KNTACTEPN30OBAHHbBIE AHTUTEHHbIE MULLIEHN,
NMO3BOMIAIOLLNE ONPEAENATb HANIMYME aHTUTEN B CEPOHE-
raTMBHbIX C/Ty4asx Kak npuv HU3KOM apOUHHOCTU, Tak 1
HebOosbLLIOW KOHUEeHTpauun anTuTen [15]. B Poccuitckoin
depepaumm Ha MOMEHT HanMcaHUsa cTaTb BO3MOXHO
nccenenoBaHve yposHsa aHTuten Kk AuXP, aHTureHam cke-
NIETHOWN MYCKynaTypbl, TUTUHY.

MeTtoaunka sBuzyanudauumn. na BbigBNEHUS N3MEHEe-
HUA TUMYyCaA NCMOJIb3YIOTCHA KOMMbIOTEPHOE TOMOrpa-
dunyeckoe nccnegoBaHne nepefHero CPenoCTeHbS U
MarHUTHO-PE30HAHCHOE MCCNeL0BaHNE OPraHoB rpya-
HO nonocTu. Mloa-copepxalume KOHTPacTHLIE areHTbl
LOJIKHbI UICNOJIb30BaTbLCSA C OCTOPOXHOCTbLIO, MOCKOJbKY
OHU MOTYT YCUSINTb MbILLEYHYIO cNnabocTb.

CoBpemMeHHada cTpaTernus ne4eHns MmacTeHuu.
OddeKkTnBHOE NeyeHne MmacTeHMn BkoYaeT B cebs
cpencTtBa CUMMMTOMaTMYECKOM Tepanuu (MHTMbuTo-
pbl aueTUIXONMHACTEPAasbl, NpenapaTbl Kanus, Kanumn

Tabnmua 3

MepvkamMeHTO3Hble U He MeJUKAMEHTO3HbIe cpencTBa ie4eHuss MMacTeHun

Mpenapat

HayanbHble fo3bl 1 KPaTHOCTb npuema

OcobeHHoCcTH

CpepncTea CMMNTOMATUYECKO Tepanmn

MupupocTurMuHa 6pomug, («Kanumun»,
«KanumuH-dopTe»)

60 Mr kaxaple 4-6 4

MoxeT pa3BmBaTbCs yXyALLIEHNE CUMMTOMATUKN
y nauyeHToB ¢ MuSK dopmoii mracteHun

CpencTBa KpaTkoCPOYHOM MMMYyHOTEpanumn

Mna3amoobmeH

4-6 npouenyp vepes aeHb (1-2 OLMM)

Tepanus BbIGopa Npu 4acTbix 060CTPEHUSAX 1

Yenoseyeckuit IMMYHOr06YIMH BHYTPUBEHHbIN

1-2r/xr (3-5 pHeit)

KP130BOM TE4YEHUU

MeTopnbl CeneKkTBHOM 3KCTPaKoprnopasbHOM
reMoKOoppeKkLmMn (kackagHas nnasmobunstTpaums ¢
MCNobL30BaHveM dpakumoHaTopa niasmsl ¢ aua-
MeTpoM nop 20 HM, UMMYHOCOPBLIMS C UCMOJb-
30BaHVeM TpunTodaH-, NPoTenH A- cogepXalimx

2-3 npouenypbl B 06beme 2,5 i OLI

Bonee apdekTrBHbI 1 6€30MaCHbI, 4eM Nnasmo-
o06MeH 1 nnasmadepes

copbeHTOoB)
CpepncTtBa [ONrOCPOYHON MMMYHOTEPaNnn
0,75-1,0 mr/xr exepnHesHo; v 60-100 mr
| NepBasg nuHMsa nMmyHoTEpPanum.KpaTkocpoyHoe
yepes AeHb (C NOCTENEHHbBIM NOBbLILLEHWEM);
MpenHu3onoH o 1CNoNb30BaHWE B BbICOKYMX 103aX, YacTble Mo-
20-40 Mr exeaHEBHO Npu rasHo popme
604Hble 9P DEKTDI
MUacTEHUN
MepBas NMHKS B CO4ETAHWMM C YMEPEHHBIMU [0-
AsatnonpuH 2-3 Mr/kr, exxeqHeBHO P ymep A

3amMu CTEPOM0B

MwukodeHonata modetun

2-2,5T, exeaHeBHO B Aga npuema

I'IepBaﬂ JIVHWSI B COYETaHUN C HeOONbLUMMI [O-
3amum ctepongos

Luknocnopux 4-6 Mr/Kr, eXeLHeBHO B iBa npuema Btopas nuHus ummyHoTtepanuun. B coyetaHnm
T 3.5 CO CTEpPOMAAMM Y NALMEHTOB C HEMepeHOCKMO-
aKkponmmyc 9 MI, EXE[AHEBHO CTbIO K 23aTMONPYHY 1Y MUKOdEHonaTy
Lnknodocdpamug 500 mr/m2 v 4 50 mr/kr Mcnonb3oBaHue npu pedpakTepHON Um Tsixe-
PuTykcumab 2 1000 mr B/B (B TeYeHWE 2 HEAENb) noit GopmMeMmnacTeHmn

Mpumeuanune: OLM — 06beM LMPKYMpPYIOLLEl nia3Mmbl

162 1(53)-2016

BECTHWUK POCCUMNCKOW BOEHHO-MEONUMHCKOWN AKALEMNN



cbeperawoLwime onypeTukn), KpaTtKoCPOYHOM MMMYHO-
Tepanun (BHYTPUBEHHbIE UMMYHOTNOBOYNMHbLI, METOAbI
9KCTPaKopnopasbHOM reMOKOPPEKLMU), ONFOCPOYHOM
VIMMYHOTEPanuu (FIOKOKOPTUKOCTEPOUAbI, LUTOCTATU-
K1, TapreTHble npenapatbl), TMMIKTOMMUIO, a TaKXe P,
HOBbIX TepaneBTUYECKMX CPeacTB (Tabn. 3).

K HOBbIM cpeacTBam Tepanmu MmacTeHUN OTHOCST
noTeHumMansHO 3addEKTUBHbIE NPenapaThl: aTaHepuUenT
(6bnokaTop pacTBOPUMbIX peLenTopoBdakTopa Hekpo3a
onyxonen-a);akynndymab (6nokatop C5-komMnoHeHTa
kackaga komnnemenTa), EN101/MoHapceH (aHTUCMbIC-
N0BOM onuronykneoTtng K MPHK-cnnancmpoBaHHOro
BapuaHTa aueTUNIX0SIMHACTEPaskl), KOTOPLIN BokMpyeT
aKcnpeccuio 06beAMHEHHbIX M30DOPM aLETUIXOSIUHI-
CcTepasbl; TUpaceMTmMB, MOBbILLAIOLLVA OTBET CKEJIETHOWN
MyckynaTypbl Ha Ca2*, MoxXeT OblTb 3P PEKTUBEH B KOM-
OuHaUUM ¢ MHrIMGUTOpPaMK aLeTUNXonnHacTepasbl [31].

3aknoyeHune. [NNpoaHanM3npoBaHbl COBPEMEHHbIE
NnpeacTaBNeHNs O reTEPOreHHOCTU KIIMHUYECKUX Npo-
SABNEHNI NPUOOPETEHHON MUACTEHUN, CBA3AHHOM C
pasHO06pa3sneM aHTUMEHHbIX MULLIEHEN, UX SNUTOMOB
N Pa3nNYHbIX ayTOMMMYHHbIX MEXaHU3MOB peann3awumm
MaTosorM4eckoro nNpoLecca; 0CO6eHHo B CBA3U C de-
HOMEHOM MNOBbILLEHNSA 3a601€BAEMOCTUN MUACTEHUEN
C MO3OHNM HA4yanoM y NOXuiblX NaumeHToB. NokasaHo
4YTO COBPEMEHHasa ANarHOCTUKN MUACTEeHUM BKIKOHaeT
NCMNOSIb30BaHME KNETOYHbIX TEXHONOMMIA C KNacTepmnso-
BaHHbIMW aHTUreHamMu, No3BOJISIOWMMUN AeTaNbHO UC-
cnefoBaTb MexXaHM3Mebl, 3anyckalwme ayTOMMMYHHbIE
peakuumn,oCyLLeCTBASATb MOUCK aHTUMEHHbIX MULLEHEN
cpenu cepoHeraTuBHbIX dopM.Bce aTo no3BonseT 00b-
€KTUBHO nepeoLeHnTb 3PDEKTUBHOCTb NCMONb3YEMbIX
MEeTO0B NleyeHus (LLenecoobpasHoCTb yaaneHus Tumyca
©€e3 NPU3HaKOB OMyX0Jin).
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S.N. Bardakov, S.A. Zhivolupov, N.A. Rashidov
Myasthenia gravis: immunological and clinical heterogeneity

Abstract. We examine the current information on the epidemiology, immunopathogenesis, clinical manifestations,
diagnosis, and treatment of myasthenia gravis, including developing therapies. It is established that is myasthenia gravis is an
autoimmune disease in which the main targets there are elements of the neuromuscular synapse and intracellular structure of
muscle fibers (antibodies to acetylcholine receptors, muscle-specific tyrosine kinase, low-density lipoprotein receptor-related
protein 4, titin, and ryanodine receptors skeletal muscles). Their specificity and pathogenetic role in almost opened, but
still remains about 15-20% of seronegative forms in which the classical clinical manifestations, most ocular myasthenia,
have serological confirmation. Moreover, in patients with myasthenia determined and a number of related antibodies
(antibodies to gangliosides, interleukin-12, interferon alpha-2 et al.), whose role is not precisely defined in the pathogenesis of
myasthenia gravis and comorbid disorders. Pathophysiological result of this autoimmune process is the end-plate dysfunction
neuromuscular synapses and the gradual addition of dynamic muscle weakness of the stationary component. With respect to
clinical manifestations, there is a tendency to form patterns on the basis of clinical and immunological correlates of clinics
and lessons learned on the effectiveness of therapeutic strategies in various forms, which allows more differentiated approach
to the use of and search for new therapies.

Key words: myasthenia gravis, seronegative myasthenia, antibodies to acetylcholine receptors, muscle-specific tyrosine
kinase, titin, electromyography, treatment algorithm, anti-striated muscle.
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