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INPEAMUCIIOBHUE

AKXTyanbHO IpO6IeMOii COBpPEMEHHOI HEBPOJIOTUH SIBJISIETCS U3yde-
HUe T1aTOreHe3a, COBEPLIEHCTBOBAHME METO/I0B JMArHOCTUKY U JIeYeHUs
MuacteHnu. PactpocTpaHéHHOCTh MiacTeHun Kosebiercst oT 10 o 20 ciy-
yaeB Ha 100 000 HaceneHus. B nocienHue roabl OTMEYEHO YBeJIUYEHUE
JyCIIa MalMeHToB ¢ MuacTeHueii B EBpore, A3uu, Amepuke. Jle6ioT 60J1e3-
HU Haburofaercs vaie Bcero B Bo3pacre 20—40 net, B 5—10 % Bcex ciy-
4aeB MUACTeHUH 60JIe3Hb MOKeT HAUMHAThCSA Y ZeTell U TIOAPOCTKOB. B Ha-
cTosIee BpeMsl YYaCTUIUCh CIy4yau 1e6l0Ta JaHHOTO 3a60JIeBaHKsA Y JIULL
CTapIIMX BO3PACTHBIX IPYIIIL.

JocTxeHns pyHIaMeHTalIbHbIX HayK — HeHPOMMMYHOJIOTUH, HeHpo-
dusnonoruy, HeipoOMOXUMIHY, HEHPOTeHETUKY, HePOPaZUOIOTHHA —
[I03BOJIMJIY BBIJIeJINTh OCHOBHBIE 3TAIlbI TATOreHe3a MUACTeHNHU. B To xe
BpeMs MHOTYe BOIIPOCHI TaTOreHe3a, ANarHOCTUKY U JIe4eHUA MUaCTeHUN
OKOHYaTeJIbHO He peliteHbl. TpeOyIOT JabHeliinero u3ydeHus 0cobeHHO-
CTY 3THOJIOTUH, TATOTeHe3a, KIIMHUYECKUX IPOsIBIIeHui, nuddepeHIyas-
HOI1 IMarHOCTUKY MUAaCTeHUH B BO3PAacTHOM acriekTe. Ocoboe BHUMaHue
B KHUTe y/ieJIeHO CUMIITOMATosIoruu U auddepeHnnanbHON AUarHoCTUKe
MHUACTeHWH C UCII0JIb30BaHNeM HOBBIX TapaKJIMHUYEeCKUX MEeTOZIOB 06 cIie-
noBaHUsA. PaHHsAs MarHOCTUKA MUACTEHUH TpeOyeT 3HAHKs COBPeMEeHHbIX
Knaccudukanuil 601e3H1, KpUTePHeB IIOCTAHOBKU AUArHO3a, KOTOpbIe
NpUBeZIeHbI B MOHOrpaduu.

KpaTKo M3/10)XeHbI Pe3yIbTaThl COOCTBEHHBIX UCCIIeIOBaHMUH 1O pa3-
JIMYHBIM aCTIeKTaM 3TUONATOreHe3a, KIIMHUKY U JIeYeH!s MUACTeHNH B pas-
JINYHbIE BO3PACTHBIE IePHOJbL. PacCcMOTpeHbI KIIMHUYeCK1e Habo/ieH st
MHACTEeHHH C IeOI0TOM Y JleTell U Y B3POCIIBIX, JUaTHOCTUYECKU CIOKHbIE
ciydad. B paboTe ucronp30BaHbl COBpeMeHHbIe Hay4HbIe JaHHbIe OTeye-
CTBEHHBIX U 3apyOeXHBIX YUEHBIX, ONyOJINKOBAHHbIE, B OCHOBHOM, B I10-
ciegHMe rozibl. IIpuBesieHbl HOBbIe METOANKY, COBpPEMeHHbIe OLleHOYHbIe
IIKaJIbl, IO3BOJIAOIIYE OLeHUTD JUHAMUKY, IPOTHO3 MUACT€HUH, CXeMBI
[IaTOTeHETUYECKOW ¥ CUMIITOMATA4YeCKON Tepaluu.

HeckoJbKO €10B 6J1ar0/JapHOCTH TeM, KTO IIOMOT B CO3/JaHUM 3TOH
KHATY. ABTOpP MMeJla 4eCTb OKOHYUTh JIeHMHTpaACKU# nmeauaTpude-
CKUU MeIUIIUHCKUN MHCTUTYT (HbiHe — CaHKT-IleTepbyprckuii rocymap-
CTBEHHBIH Ie[aTPUIeCcKuil MeUITMHCKIIA yHUBepcuTeT — CIIGITIMY),
TZle Ipeno/jiaBajy TaKue 3aMevaTesbHble HEBPOJIOTH, Kak mpodeccopa
E. A. CaBenbeBa-Bacunbesa, A. M. KOpoBuH, BBIIAIOIUICA HEAPOXUPYPT
B. M. Hukudopos, accucreHThI Kagepbl KaH/. MeJl. Hayk A. U. JlenyKaJibH,
T. A. JTazebuuk, E. I. Amoc. IToc/ie OKOHYaHUsI MHCTUTYTa TPYZAOBast Jesi-
TeJIbHOCTb aBTOpA Havasiach B pofiHOM [lenaTpruiecKoM UHCTUTYTE, B LIEHT-
panbHOM Hay4YHO-UCCIIeA0BATeNbCKOM 1a00PaTOPUU NOA PYKOBOA-
creoM npo¢. H. B. KopocroBueBoii. TecHble KOHTAKThI ¢ Kadenpoit
HepBHBIX OoJe3eii IpUBeJY K MHOTOJIeTHe# paboTe Ha Kadesipe HEBPO-
JIOTUH, HeUPOXUPYPIUU U MeJULIMHCKOW FeHeTUKY, B TeUeHNe MOCTeTHUX
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flecsiTUNeTHi Bo3riasnseMoit mpod. B. 1. T'y3eBoil. B cTyneHueckue rosst
¥ B [IEPUO/ TOCIIEIUIITIOMHOTO 06y4YeHust HeOLeHUMYIO T10J1b3y IPUHEeCIH
JIEKLIUX 110 HEBPOJIOTUM U KJIMHUYecKre 06xozbl mpodeccopoB A. A. Cko-
pomua, B. M. Ka3zakoBa, fonjenra; Kauz. MeAi. Hayk JI. A. Yauukoro, BeIyc-
Hrika BMA um. C. M. KupoBa, B KJIMHMKe HepBHBIX Oose3Heii [lepBoro
roCyZjJapCTBEHHOI0 MeJUIMHCKOI0 MHCTUTYTa. MHe I0CYacTINBUIOCH
006CyXIaTh BOIPOCHI KIMHUYECKOU HeBposioru ¢ mpod. A. FO. Makapo-
BbIM (JIeHMHTpaJCKUil MHCTUTYT yCOBEPLIEHCTBOBAHUSA Bpadel-sKciep-
ToB, HbiHe CII6MIYBOK, 3aB. kadenpoit — mpod. B. I. [IOMHUKOB) U /10-
nentoM B. A. Makaposoii. HecoMHeHHO, Ha MeHf, KaK 1 Ha MHOTUX HEBPO-
JIOTOB Hallleil CTpaHbl, 6OJIbIIOe BIMsAHUE OKa3aja Kadeapa HeBPOJIOTUH
BMA um. C. M. Kupoga, Bo3rniassiemas cerofiisi ipod. 1. B. JIMTBUHEHKO,
a TaK)xe MPOBOIMMbIe Tipodeccopamut A. A. MuxaitneHko, M. M. OnuHakom
3ameuaresibHble KIMHUYecKre pa3bopbl. Beixomiem u3 BMA um. C. M. Ku-
poBa OBbLT ¥ BBIAAIOIIMIACS OTeYeCTBeHHBIN HeBposior mpod. B. C. JIo63uH,
aBTOP OMyOJIMKOBAHHOM B HaIlllell CTpaHe mepBoi MoHorpaduu «Mwuacre-
Hust» (1960). TpyaHO epeolieHUTh OrpoMHYto omoiis B. C. JIo63uHa 1 co-
TPYZHUKOB ero kadeznpbl HeBposioruu CeBepo-3anajHOro rocyapcTBeHHO-
ro MeJULMHCKOro yHuBepcurera uMm. Y. V1. Me4HuKoBa, BO3IjIaBiseMOn
ubide C. B. JIoG3MHBIM, CO3MaBIMX [OPOICKOM MUACTEHUIECKUH IIEHTD,
B COBEPIICHCTBOBAHUY KJIMHUYECKOW Y NapaKJIUHUYECKOU ANAarHOCTUKU
Y Tepaliuy MMAaCTeHUH, B HAYYHBIX UCCIIEZIOBAHUAX 110 HEBPOJIOTHH, B 4aCT-
HOCTH, B BBITIOJIHEHMY MHOU JOKTOPCKO# [irccepTanuu Ha TeMy «MeTa6o-
JMYecKye acreKTbl GYHKIMY TIMYCa B Pa3BUBAIOIIEMCS OPraHU3Me U IIpU
HepPBHO-MbIIIEYHbIX 3a60JIeBaHUAX>. B TeueHne HeCKOJIbKHX JIeCATUIeTH
MHe BbINaJia YecTh paboTaTh Ha 6a3e OHO U3 JIyYIINX MHOTOMPOPUIbHBIX
6osbHuIl T. CaHkT-IletepOypra — MapuuHCKO# 6OJIbHUIIBI (TTIaBHBIN Bpay
a-p Men. Hayk O. B. EMenbsiHOB), IIpexzie BCero, ¢ COTPYAHUKAaMU HeBPO-
joruyeckux (3aB. otaesneHusamMu A. C. I'pumuiHa, kaHz. Meq. Hayk B. I. Be-
JIMHCKasdA, KaHA. MeZl. HayK A. B. MepkynoBa, kaua. Meal. Hayk I. JI. Mapy-
TeHKOB, 1. H. JIn), TepaneBTU4eCKUX U XUPYyPTUUeCKUX OTAeNleHu# (To-
pakasbHble XUpypru — npodeccopa A. @. Pomanunier u A. C. Ky3bMuuéB),
OTZIeJIEHU peaHuMaLni, Ky/a 110 «CKOPOM IOMOILU» HEPeKO rOCIIATAIN-
3UPYIOTCS MALMEHThI C MUACTeHUel. JIeTy U TIOIPOCTKY C MUACTeHHel yrity6-
JIEHHO 00CJIe/IyIOTCS B KIMHUKe HepBHBIX OoJe3Hei CIIGITIMY u B Tuar-
HOCTMYeCKOM LIeHTpe 714 ZieTeil 1 TopOCTKOB (TJIaBHBIM Bpay 1-p MeJl. HayK
T. M. IBamnkyHa), I/7ie B TeyeHue MOocJIeZHero 1eCATUeTH ABAACh IPo-
(beccopoM-KOHCYIBTaHTOM IO HeBPOJIOTUH. [IpHUHOIIY HCKPEeHHIO 61aro-
JIAPHOCTh MOMM YYHTeJIsSIM, KOJUleram, ¢ KOTOpPbIMU paboTasia v HalerCh
TPOJIOJDKUTH PabOTY.

Momnorpacdus paccurtaHa Ha HEBPOJIOTOB, TePANIeBTOB, XUPYProB, 9H-
JIOKPUHOJIOTOB, 0PTaIbMOJIOTOB, CEMeMHBIX Bpayeil, CTyZIeHTOB CTapLINX
KYPCOB MeIMLIMHCKUX BY30B. Bce KpUTHYecKue 3aMedaHusi 6yayT BOCIPU-
HATBI aBTOPOM C 6J1aroZlapHOCTbIO.



I'naea 1

SIMMUJAEMMOJIOTUA, KTACCUPUKALINUA,
IMNATOI'EHETUYECKHME MEXAHNW3Mbl MUACTEHUUN

1.1. DnuaeMHoOJIOrusi MUACTeHUH

ITo coBpeMeHHbIM IpeZCTaBIeHNAM, MUACTeHUs IpaBucC (myasthenia
gravis) ABJseTcs pacCTPONCTBOM HEPBHO-MBbIIIIeYHO! Nepesjau, pa3Bu-
BaIOIIMMCA BCJIe[ICTBHE CBA3bIBAHUSA ayTOAHTUTENaMU CTPYKTYP HEPBHO-
MBILIEYHOTO CHHAIICA, B OOJILIIMHCTBE CIy4YaeB alleTUIXOJIMHOBBIX peller-
topoB (Sanders D. B. [et al.], 2016). T1aBHBIM KJIMHUYECKUM CUMIITOMOM
MUACTeHUHU fIBJISAETCS MATOJIOTMYecKass yTOMJAeMOCTb MblmI. Muacre-
HUsE — 3ab0JieBaHue, JIeTaIbHOCTh TIPU KOTOPOM B 1930-e IT., B mepBbie
[1Ba roJia II0CjIe IOCTaHOBKY AnaruHosa, gocrurana 90 %. CoBepiueHCTBO-
BaHMe JUAarHOCTHKY, BBeJIeHre B KIIMHUYeCKYI0 IPaKTUKY aHTUXOJIMHACTe-
pasHbIX NpenapaToB (AXD), ylydInaloliX HepBHO-MbIIIeYHYO Ilepezaydy,
Y OTIEPaTMBHOTO BMelllaTeNbCTBA — yZajleHUs BUJIOYKOBOM jxene3bl (TU-
Myca), TJTaBHOTO OpraHa UMMYHHUTeTa, CHU3UJIM JIeTaIbHOCTD K cepefinHe
XX B. 10 50 % (JIo63uH B. C., 1960). B Hauasne XXI B. CMEPTHOCTb TIpU
MHACTeHUH COCTaBUNa 5—7 Y%, Ipy TUMOMAX U 3JI0Ka4eCTBeHHOM Te4eHU!
y QL] cTapIuX Bo3pacTHbIX rpynn — 70 % (ITonomapéra E. H., 2002).
SnuUeMUOJIOrnYecKye JaHHble [10 PACIIPOCTPaHEHHOCTY MAACTeHUY Kpa-
He [IPOTUBOPEYUBBI, YTO, TI0-BUAUMOMY, CBA3aHO C 0COOEHHOCTSMH KIIH-
HUYEeCKUX MPOSABJIeHUH U TPYAHOCTAMU AUAaTHOCTUKHY.

PaHee cuuTanock, 4To pacIpoCTPaHEHHOCTh MUACTEHU!U TPaBUC KO-
ne6nercs ot 0,5 1o 5 ciydaes Ha 100 000 Hacenenus (Jlaiicex P. I1., Bap-
yu P. JI., 1984). CornacHo cratuctuke, B CIIIA B 2001 r. 3TOT OKa3arTenb
Bapbpuposai ot 4,3 1o 8,4 ciydas Ha 100 000 nacenenusa. OfHAKO nepBoe
SMNJeMUAOJIOTUYeCKOe MCC/IeJOBaHNe PAaCpOCTPaHEHHOCTH MUACTEHUN
B Kopee masno 6osee Boicokue nmokasatesnt: B 2010, 2011 u 2014 rr. oHa co-
craBuiia coorBercTBeHHO 10,42; 10,66 1 12,99 cayvasa Ha 100 000 Hace-
nenus (Lee H. S. [et al.], 2016; Park S. Y. [et al.], 2016). B Kanaze, B mpo-
BUHIMKM OHTAapUoO C HaceleHUeM B 13,5 MJIH, 3TU MOKa3aTelu Takxe
OKa3aJIUCh CYLECTBEHHO BbIIIe U yBean4ranuch ¢ 1996 no 2013 r. coot-
BETCTBEHHO 710 16,3 1 26,3 cny4das (Breiner A. [et al.], 2016). B ceBepHoit
[Topryranuy pacnpoCTpaHEHHOCTb MUACTeHUU cocTaBuaa 11,2 ciaydas
Ha 100 000 Hacesnenus (Santos E. [et al.], 2016). HanGosnbireit oHa oKa3a-
Jlach CpeJiu JIII cTapiie 65 jieT, 0co6eHHO Cpefn My InH — 28,8 ciydast
Ha 100 000 Hacesnenus. 3a6oseBaeMoCTb MUAcTeHUel OblIa HauboJIee BbI-
COKOI1 y KeHIIIVH B Bo3pacTe 15—49 jeT; y My)X4MH 3TOT [IOKa3aTeb I10-
BBILIAJICA C BO3pacToM. B Mpianauu pacnpoCcTpaHEHHOCTb MUACTEHUH
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cocraBuna 15,38 ciyuaes Ha 100 000 HacesneHus1, COOTHOLIEHNE JKeHIIWUH
K My)KUYMHAM TIpY AaHHOM 3aboneBanuu — 1,3 : 1 (Rutledge S. [et al.],
2016). Cpenu 111l )KeHCKOTO 10J1a MAACTeHUs] BCTPeYaeTcsl B CpejHEM
B 1,5—2 pa3a vamie, 4eM Cpeii MY)K4YMH, YTO YKa3bIBaeT HAa POJIb 3HZO-
KPUHHBIX C/[BUTOB B [IaTOreHe3e 3a00JIeBaHUSA U IOATBEPK/IAeTCs YaCToi
accoruanueil MUacTeHUH C CaXapHBIM 11abeToM, ayTOMMMYHHBIM THPEO-
WZIUTOM.

V3BeCTHO, YTO MUACTEHHUS MOKeT Ha4MHAThCS B TIOOOM BO3pacTe.
Ha npoTshkeHNH MHOTHX JIeT 1e0I0T MUAaCTeHUH Yallle BCTPeyascs Y )KeH-
myH B 20—30 sietT, y MyX4uH — B Bo3pacTe crapie 50 yieT. B mocienHue
TO/IbI CYIeCTBEHHO N3MEHMIICS BO3PACTHO# COCTaB GOJIbHBIX C MUACTEHHEH.
PaHbIite cpefiHMii BO3pAcT 7e6i0Ta y KeHIIUH ObLT 26 JIeT, Y MyXXYUH —
36 7eT, 107151 HOXKUJIBIX JIUI] He IpeBbimana 5 %. Tereps mocieiHU TOKa-
3arenb foctur 20—46 % (Text b. M., Unbuna H. A., 1982). Cuutaercs, 4To
HayaJIo MUacTeHunu 7o 16 set mpoucxoaut B 5—10 % Bcex ciy4aes 6oe3-
HU. JKeHIMHBI penpoAyKTUBHOTO BO3pacTa 3a0071eBaloT B 2—3 pasa valle,
4eM MY)KYHMHBI. B GoJiee cTapIInx BO3pacTHBIX IPYMHIIaX COOTHOIIEHNE 3a-
0OJIeBIINX MY’)KUHH U JKeHIIUH ZocTuraet 3 : 2. B mocyieiHue rozibl mpouc-
XOJZIUT yBeJInueHue YUCIia CllydaeB 3a060JIeBaHus, 0COOEHHO Y JIUI] cTaplire-
ro Bo3pacra (Binks S. [et al.], 2016). Bonee 50 et Ha3azn mpod. b. M. Text
(1965) nucan: «VimeBInee MeCTO CyX7ieHIe O MUACTEHUH KaK O HeBPOJIOTH-
4eCKOM papuTeTe CMEHAETCA B HACTOsAIIee BpeMs MHEHHEM O IIUPOKOM pac-
[IPOCTPaHeHN! 3TOTrO CTpaZaHusA». CerosiHs B IOBCeJHEBHOY KJIIMHUYECKOU
[IPaKTUKe Mbl HAXOUM MOATBEPXEeHNe 3TOMY II0JI0XKEHHUIO.

TpafMIMOHHO BO MHOTUX MOHOTPaQusX, MOCBAMEHHBIX Pa3INYHbIM
3a00J1eBaHUAM, YTOOBI TOAIEPKHYTh 3HAYUMOCTD ITPOOIEMBI, IPUBOAATCS
MMeHa N3BEeCTHBIX JII0JIel, y KOTOPBIX BBISIBJISIUCH JaHHbIe 6ome3Hu. He 6y-
IleM U3MeHATDb TPaJULIUY U NPUBeJiEM TaKue IPUMepBbl.

OpviH 13 caMbIX OOTaThIX JIFOZIel MUpa, TPeYecKuii CyIoBaziesien Apu-
croresb OHaccuc, cynpyr BoBbl pesusienTta CIIA XKakiaun Kennenu, crpa-
nan muacrenueil. CbiH AnaHa AjiekcaHzipa MusHa, aBTOpa 3HAMEHUTOTO
pomana /sl fieteit «Bunnu-ITyx», Kpucropep Pobrn MuH Takxe 60sen
muacreHueil. IIpekpacHas 4acTHas rajepest JKUBOIMCH ObUIA OTKPBITA IS
nocerutesneii B 1984 r. B Benenuu Bo iBopue YnHu, 6;1arozfaps SIne Ynuau
Anuata v MoHTepeaJie, 3aMedaTesibHO BCECTOPOHHE 00pa30BaHHOM JKeH-
LIKHE, J0YePU U3BECTHOrO KoJuleknroHepa Butropuo Yunn. B 1971 . oHa
niepeHecs1a olepalyo (yaaieHue BUJIOUYKOBOH KeJle3bl — THMyca — TUMIK-
TOMMUIO) TI0 TI0OBO/ly TeHepaJn30BaHHON MUACTeHUH C HapylleH!eM JibIxa-
HU, C XOPOIIKM TepaneBTH4ecKUM 3GpGeKToM, YTO 03BOJIUIIO el IPOA0J-
KUTh 6JIarOTBOPUTEJIbHYIO IeATEIbHOCTD B VITa/IMK, B 4aCTHOCTH, TIOMOTaTh
ZleTAM, IepeHeClIM IIOJMOMUENNT. B CliucKe ManueHToB ¢ MUacTeHuen
3HAMEeHUTHII MaTeMaTuK [puropuii Bonbdosid UymHOBCKMIA, Gpa3uiIbCKHit
IaXMaTHBIA MacTep DHpUKe MeKUHT U [pyrue U3BeCTHbIe JI0/IN.
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