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OnucaHbl KIMHUYECKME KPUTEPUI PeaKOV POPMbI CEPOHETATUBHOM MUACTEHWU, COTMIACHO KMHUYECKOMY MPO-
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TO THE QUESTION DIAGNOSTICS OF SERONEGATIVE MYASTHENIA
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It is presented clinical criterions of seronegative myasthenia gravis according the clinical protocols of Russian
Myasthenic Centre (Moscow). It is given modern data about the pathogenesis of the form.
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MuacTeHust — ayTOMMMyHHOE 3a00J1eBaHNe, KITU-
HUYECKH MpOSIBIIAIONIEECS MAaTONOIMYEeCcKOil Mblieu-
HOH YTOMJISIEMOCTBIO, 00YCIIOBJICHHOE 00pa3oBaHHUEM
ayTOAaHTHUTEN K Pa3IUYHBIM AHTHTCHHBIM MHIICHIM
nepudepudeckoro  HEHPOMBIIIEYHOTO  ammapara,
K KOTOPBIM OTHOCSITCS: AIleTHIIXOMNHOBBIE PEIETITOPEI
U MBILIeYHO-crienduyeckas TMpo3uHKnHa3a [1].

B Hacrosmee BpeMs pacnpOoCTpaHEHHOCTh 3a-
OoneBanust cocraisier 10-24 cimydaeB Ha 100 ThIC.
HaceJeHUs.. MuacTeHHsI MOXeT 1eOI0THPOBATh B JIHO-
OoM BO3pacTe, HaYMHASA C PAHHETO JETCTBA W 3aKaH-
gmBas TIyOoKo# cTapocThio. CpeaHuii Bo3pacT HavyaIa
Oone3HH y JKeHIMH 26 Jet, y myxuuH — 31 rox [2].
JKeHIMHBI cTpaJaroT MUacTeHuel B 3 pasza uaie, ueM
MY>K4HHBI [3].

B mocnenHue roxel B smTeparype Bce OO0Jb-
1€ BHUMAHUSI YCISIOT NMAaTOTeHe3y MUACTCHHU U €
¢opMaM, B YAaCTHOCTH COJCP)KAHHMIO TEX MM HHBIX
anTuTen. Hanpumep, npu ceponoiaokuTenbHoOM (Ki1ac-
cuuecKoi) MuacteHnd, no nanHeiM A.I. Cananse,
npaktrdecku B 80 % ciygaeB oOHapy>KHBaeTcs IO-
BBILICHHBII TUTP ayTOAHTHTEN K ALETHUIXOIMHOBBIM
perneniropam [4—8]. Jlonst GONBHBIX, Y KOTOPBIX 3TOT
THTP HE U3MEHEH, cocTaBisieT okono 20 %, u maHHas
KaTeropys MallMeHTOB OTHOCUTCS K CEPOHETaTHBHOM
muacteHun [9]. Ilpu cepoHeraTuBHOW MHACTEHHU
BBISBIIIIOTCSL aHTUTENA K PELEnTopaM MBbIIIEYHON
crierupuyeckod  TUPO3MHKUHA3BI-MuSK,  Oenkxam
MOCTCHHANTHYECKOH  MEMOpaHbI,  BBINOIHAIOIIUM

POIb «OPTaHU3ATOPOB» (YHKIIMOHUPOBAHUS IIEITBIX
rpynn (KJIacTepOB) aleTHIXOJMHOBOTO pelenTopa.
Ona ¢QopmupyeT KiacTepbl Ha IOCTCHHAITHYECKOM
MeMOpaHe ¢ TIOMOINBIO arpWHa ¥ parcuHa. Takxe
OHAa aKTHBHPYET KacKaJ CHTHAJOB, OTBETCTBEHHBIX
3a Bce dTambl (POPMHUPOBAHUS CHHAIICA, BKIIOYAsl Op-
TaHU3alMI0 TOCTCHHANITHYECKOH MeMOpaHbl. ATrpUH
CHUHTE3UPYETCS MOTOHEHPOHAMH U, TPAHCIOPTUPYSChH
BHHU3 I10 MOTOPHOMY aKCOHY, TIOTIaJaeT B CHHAITHYE-
cKylo menb. Jlanee arpud B3anMonerctyer ¢ MuSK-
MTOCTCHHANITHYECKUM KOMITOHEHTOM, KOTOpBIA (hoc-
(dopunupyeT CBS3aHHBIE C PAICHHOM CYOBEIMHUIIBI
AIleTIIIXOJIMHOBOTO  perenTopa. ATrpWH, MBIIICYHO-
cneuuduyeckas THPO3MHKMHA3a U PAICHH CKOHLIEHT-
PHPOBaHbI B HEPBHO-MBIIICYHOM CHHaImce, it Gop-
MHpPOBAHHS CHHAIICAa HEOOXOIWMA LEIOCTHOCTh BCEX
KOMIIOHEHTOB, YTO OBUIO JOKa3aHO B SKCIEPUMEHTAaX
Ha )XKMBOTHBIX. B mocneHee BpeMsi yCTaHOBIIEHO, YTO
y 70 % OGONBHBIX CEpOHETaTHBHOW MHACTEHUEH NpH-
CYTCTBYIOT aHTUTEJIA K MBIILEYHO-CIICLU(PUIECKON TH-
posunkuHaze [10-12].

CymecTByeT HECKOIBKO OCHOBHBIX KIIMHUYECKUX
1 TIAPAKIMHIYECKHUX MAaTTEPHOB CEPOHETATHBHON MU-
aCTCHHH, a UMEHHO:

» 1pu 3TOi (opMe PelKo BOBJICKAIOTCS B MATOJNO-
THYCCKUN TPOLECC 3KCTPAOKYISAPHBIE H TYIIO-
BUIIHBIE MBIIIIIBL;

» uacto crpajalT OyiabbapHble W JbIXaTelbHbIE
MBIIIIIBI, (KPAaHHOOYIHLOAPHBIN THII);
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Meouyuna

»  cepoHeraTHBHas MHAacTeHHUs J1e0IOTHUpYeT ¢ Oyiib-
OapHBIX HapyIICHUH, IPH STOM IPOLEHT IIa30-
JIBUTaTeNIbHBIX PACCTPONCTB HU3KHUM, & CEPOTOIIO-
KHUTEJIbHAass MUACTEHUs AEOIOTHPYET C IVIa30/BU-
raTeNbHBIX PACCTPONCTB, YaCTOTa MX COCTABIIET
60 %;

» HaJINYue BBICOKOTO MPOIEHTAa YacTOTHI JIbIXa-

TENBHBIX KPH30B, KOTOPHIE, MO MaHHBEIM paboT

A.T". Canange, cocranistor 80 %;

BO3pacT OOJBHBIX 3TOH (OpMOW 3a0oJICBAHMS

TaKe MTaTOrHOMOHWYEH U cocTasisieT 19 ner;

YKEHIIIMHBI CTPAIAfOT B 6 pa3 yarie, 4eM MyKIHHBI,

OTCYTCTBHE JIeKpeMeHT-TecTa Ha OMI';

OTCYTCTBHUE PEAKLIMH Ha BBEJICHNE MIPO3EPUHA;

peIKoe BOBJICUEHHE B MATOIOTHUYESCKHUH Iporiecc

TUMYCa, KpOME TOTO MHOTHE aBTOPBI yKa3bIBAIOT,

9YTO CEpOHETaTWBHAS MHACTEHHUS SABISAETCA TH-

MYCHE3aBHCHMOM 1 4T0 y O0NBbHEIX HET addekra

Ha TUMOMAKTOMHUIO [6, 10, 11];

> BBICOKOE COJep)KaHHE AaHTHTeNl K MYyCKapHH-
cnenuuyeckoll THPO3UHKHUHA3E.

VVVYV V

Lens wccrienoBaHus — W3YYUTh KIMHUYECKHE
0COOEHHOCTH CEPOHETaTUBHOW MHUAcTeHHH U dPdek-
TUBHOCTB MPOBEICHHS aHTHXOIHHACTEPA3HOM, TJTFOKO-
KOPTUKOUIHOM, KAJTMEBOW M XUPYPTrUUECKOUN Teparnu.

MeToabl Hcc/IeI0BAHUSA

1. HeBponoruueckuit 0cCMOTp, Harpy30uHbIe TeC-
ThI, IPO3EPUHOBBIN TECT.

2. TNapakIMHUYECKHE HUCCICIOBAHUS: 3JIEKTPO-
Muorpadusi, KOMITBIOTepHas ToMorpadus THUMYcCa,
ANIEKTPOKApIHOTrpadusi, YABTPa3BYKOBOE HCCIIEI0Ba-
HHE LIMTOBHJIHOM >KEJIe3bl, YPOBEHb THPEOTPOITHOTO
TOPMOHA, THPOKCHHA U Kl KPOBH.

B nepuoa ¢ 2008 mo 2011 r. B HaunonanbHbIi
rociutains KP Ha koHCynbranuio ¢ nuariozom «Mu-
acTeHHs1, KpaHnoOynbOapHas opma» ObLIIM HanpaBIie-
HBI 5 O00nbHBIX. Bo3pacT OOJBHBIX BapbupoBal oT 24
net 10 61 roma. OOmee KOMMYECTBO JKEHIIUH B JIaH-
HOM WCCJICOBaHUHM COCTaBIUIO 4, Cpeu HUX OBbLI
1 manueHTt myxckoro nosa. Bo Bcex ciydasx neranb-
Hoe oOcliefoBaHHe IMO3BOJIMIIO BBHICTABUTH ITIOTOYHO-
JuneByo GopMmy MuacTeHHH. KiimHIYe ckre pu3HaKu
MHUACTECHUH Y OOJIbHBIX, CTPAIAIONIUX IOTOYHO-JIUIIC-
BOW (DOPMOI UMEITH CIICMYIONIUE YEPTHI: TPAKTHICCKH
B 100 % ciryuaeB 3a0oneBaHue 1€0I0THPOBAIIO C OyITb-
OapHoro cuaapoma. OH XapaKTepU3yeTcsl HapyIICHUsI-
MH TIOTaHUS (TIONEpXHWBAaHUE, IOMAJaHHUE >KUIKOU
MUIIA B HOCOBBIC XOJIbI), THYCABOCTBIO, AU3aPTPHUCH,
peke — OXPHILIIOCTBIO TOJI0CA M OYCHb PEIKO — Hapy-
HICHUSIMH MOJAYJISIMU TOJI0CA, HAMOMUHAIIUMHY 3aH-
KaHHe. OTU HapylIeHUs MOTYT JOCTUTaTh KpaiiHein
CTETIEH! BBIPAKEHHOCTH — HEBO3MO)KHOCTD IJIOTaHUS
U pasroBopa. XapaKTEpHBIM CUMIITOMOM SIBISCTCS
Tak)Ke CIA0O0CTh JKEBAaTEIBHBIX MBIIII] — YTOMIICHHE
MIPY KEBaHUM WHOTJA JT0 OTBUCAHUS HIKHEU YeIFOC-

TH, OOJIFHBIE BO BPEMS bl MOJACPKUBAIOT YEIIOCTh
M MoMoraroT cebe mpH >KeBaHWU pyko#. InmazonBura-
TENbHBIE PAacCTPOUCTBA B AeOI0TE BOZHHUKAIU TOIBKO
y omHOH OONBHOI B BHAE IONYNTO3a W JUIDIONUH.
B onxoM ciydae oTMedanach TYJIOBHIIHAS CIIa0OCTh.
N3 obmiero unciaa OOJBHBIX TPEM IMalMEeHTaM Oblia
MpoBeeHa EKTPOMHOTpadus, e BEISBICHO OTCYT-
CTBHE JCKPEMEHT-TeCTa. Y BceX OONBHBIX OTMEYaIach
PE3UCTEHTHOCTh Ha BBEICHHE NMPO3EPHHA M KaTUMU-
Ha, B CBSI3W C 4YeM MM Oblla Ha3HaueHa TOPMOHAIbHAS
Tepanus. J[ByM manmeHtaM Oblla MpoBeIEHA THMO-
MAPKTOMHSI Ha PaHHUX CPOKax 3a0oieBaHUs, OTHAKO
JKaJloOBI Ha 3aTPyTHEHHOE XEBaHUE, IIOTaHHE, PEUb
COXpAHSIOTCA J0 CHX IIOp, B CBA3M C YeM OHH IIpPO-
JOJDKAIOT TPHHAMATh KAJTHMHUH C MPETHU30JI0OHOM I10
COOTBETCTBYIOLIEH cxeme. Y AByX MallMEeHTOK OTMeYa-
JIMCH SIU30/bI 3aTPYIHEHHOTO IBIXaHHUS, KOTOPBIE OBI-
JIM PacIeHEeHBI KaK CMEIIaHHBIE KPH3HI.

Kimnuyeckuii ciayqait

bonvuas JI., 1978 2. p. nocmynura 22.03.10.
6 omoenenue nHesponocuu HI' M3 KP ¢ kaunuueckum
ouaenozom: Muacmenus, enomouHo-1uyesas gopma
6 cmaouu 0eKoMneHcayuu, nioxo Kynupyemds aHmu-
XONUHICMEPAZHBIMU NPENnapamamii.

Cocmosnue nocie mumsxmomuu om 1.12.09.

Kanodbl: na evipasicennoe HapywieHue enoma-
HUsL MBEPOOLL U AHCUOKOU NUWU, U3-34 Ye20 OeCnOKOsm
cyxocms 80 pmy, Nonepxusarue npu npueme U, Ha-
DPYuleHue HcedaHus, 2HyCa8oCmyb 2010Cd.

AHaMHe3: debrom 3a001e6aHUs C IHCEBAMENLHBIX
paccmpoiicmé 5 mecAyes HA3a0, uepe3 HEKOMopoe
epems nossunace oucgaeus, oucgonus. Habarooa-
Jacb ambyiamopHo, ¢ Kakum OudeHO30M — He 3Haem,
npUHUMAna (co ciog) npenapamsl (8UMamunsl 2pynnsi
B) 6e3 agpghexma. B nosope 2009 200a eénepsvie Ovina
20CNUMANU3UPOBAHA 8 OaHHOe omoeneHue, OUAeHOC-
MUPOBAHA MUACTEHUSL.

HeBpoJiornueckuii craryc: 2rasuble wenu
u spauku D = S, ¢pomopeaxyuu scusvie. Crabocmo
KPY208blX, JHCe8AMENbHbIX, 2I0MOYHbIX MbIUY, NpU
ONIUMENTbHOM Pa32080pe HAPACMawas eHycasocmb.
Jleuoicenust enasuvix 010Kk 8 noaHom ovweme. Ocnad-
JleHue KougepeeHyuu cresda. Jluyo cummempuumoe.
A3vik no cpeoweti aunuu. Meiuweynas cuna u mvluiey-
Has mowuyc He usmeHenvl. CyxodcunvbHbie peghiex-
col ocusvle S = D. Haepyzoumvie npobvl ¢ 8epXHUX
U HUJMCHUX KOHEYHOCMel HA UCMOWaeMocmb Ompu-
yamenvhul. Ilpu npuceoanuu 10 pas, npu onumenbHom
paszeosope Hapacmaem napes Hce8amenbHblX MbllY,
Kpy2o8bix Mubluiy auyd, eHycagocms. B noze Pombep-
2a ycmouyued, KoopoOuHamopHule npoodwbl 8bINOIHAEM
yooenemeopumenvho. Ha npogedennou s1ekmpomuo-
2paghuu ¢ MbluLy 8ePXHUX U HUNCHUX KOHeUHOoCcmell Obl-
JIO 8bIABNIEHO OMCYMCMEUE OeKpeMeHma mecmad.

B 0exabpe moeo e 200a nposedena mumomK-
momus. Heobxooumo ommemums, umo nocireonepayu-
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OHHbLIL Nepuood y OONLHOU NPOMEKAT CO CMEULAHHBIMU
Kpuzamu 8 8uoe cyxocmu 60 pmy, MulUeyHbIX nooep-
eusanuil, Hapacmauus O6yIbOAPHOU crabocmu, 4mo
npueeno K 0eKoMneHcayuy cocmosaHus OONbHOU, U3-3d
yeeo ObLIU YemblPeXCcobl COeNAHbl UHbEKYUL NPOo3epPU-
Ha, Komopble He 0alu 0X4cudaemozo dQgexma, 6 cesasu
¢ wem 00 HACMOsIUWE20 MOMeHma y OOIbHOU ommeya-
emcsl noxas KomMnencayu OYIbO0apHblx paccmpoucme
Ha ¢gone npuema xanumuna 0o 180 me 6 cymxu. Ilpu
OaHHOM NOCMYNIEHUU HA3HAYEeHA 20PMOHANbHAS Me-
panus 8 003e 50 me 6 cymKu no uepe30HesHOl Memo-
OuKe, KOMmopast He 0aenm NOLOACUMENbHOU OUHAMUKU.

Takum 00pa3oM, MbI MOXKEM BBIJICIIUT Y OOJIEHON
8 xkputepueB u3 10, xapaKkTepHBIX IS CEPOHETATHBHOM
MHACTeHUH, HECMOTPS Ha OTCYTCTBHE MMMYHOJIOTHYE-
CKUX THTPOB, & IMEHHO: y HAIlleil MalMeHTKH TePBEIC
MPU3HAKHM OOJIC3HM BO3HUKIHA HAa BTOPOM JCCATHIICTUH
KHU3HU, OHH NPOSBISUIMCH OyabOapHBIMH PacCTPOM-
CTBaMH, KOTOPBIC 110 HACTOSIICE BPeMs HE IAIOT reHepa-
JIM3alMy Tiporiecca. [1a3onBUrarenbHbIX pacCTPOMCTB
1 TYJOBHITHON CIIA00CTH MPH 3TOM Y OOTBEHON HHKOTIIA
He Obuto. ITpu obciienoBannK OONEHON OBUT MTPOBENEH
(hapMaKOJIOTUYECKUI TECT C MPO3ECPUHOM, KOTOPBIA
OBLT OTPUIIATEIEHBIM. /3-32 HATUYMS HECKOJIBKUX JITH-
30/10B JIbIXaTEIBHBIX HAPYIICHHUI B aHAMHE3E, €¢ PE3HC-
TEHTHOCTH K aHTHXOJMHICTEPa3HOU Tepanuu, OoIbpHas
ObUTa TIPOOTIEPHPOBAaHA IO TOBOAY THMOMAKTOMUH,
KOTOpasi He KOMIIEHCHPOBAJla COCTOSHHE OOJNBHOHM 10
HACTOSIIIET0 BPEMEHH, UCXOISl M3 ITOTO, CIEAYyeT Mpes-
MOJIOXKUTh, YTO OOJIbHAs OTHOCUTCS K KaTeropuu ‘‘Tu-
MycCHe3aBHCUMEIX .  [IpencTaBleHHOE KIMHHYECKOE
HaOIfoIeHne, emie pa3 MOATBeP)KAAET TSHKECTh TEIEHUS
aTOH QopMEI 3a00seBaHus 1 HEd)PEKTUBHOCTH OT MPO-
BE/ICHHS aHTUXOJIMHACTEPAa3HON Tepanny.

ITonoOHYI0 COBOKYIHOCTH MPH3HAKOB MBI BBI-
SIBHJTH Y BCEeX 5 00CIeIOBaHHBIX OONBHBIX, COTJIACHO
KIMHHYSCKUM KPUTCPUSIM, MPEUIOKECHHBIM Bcepoc-
CHIICKIM MHACTCHHYECKUM IICHTPOM, 9TO B yCIOBHUSAX
HEBO3MOKHOCTH HMMMYHOJIOTHYECKOTO ITOATBEPIKIe-
HUS TIPEIIOaraeT CepOHETaTHBHYIO (GopMy y ITOH
Kareropuu OONBbHBIX MHacTeHued. KpannoOynabOap-
Hasi (GopMa MHACTCHWU, HAONIOAABINAsICS HAMH, SIB-
JSAETCS TSHKEIOW MO TEYCHUIO, HE KOMIICHCHPYETCS
AHTUXOJIMHACTEPA3HON Tepanued U TUMOMAKTOMHUEH,
YTO OIpENeNsIeT MHYI0 TaKTHKY BEICHHS W TpeOyeT
JlalbHENILIEro U3y4eHusl.

Ipumeuanne. B ycnoBusix Keipreisckoii Peciry0-
JIUKU B HACTOSIIIEE BPeMs HIMMYHOJIIOTHYECKHE HCCIIe-
JIOBaHUSI MHACTCHHU HUTIEC HE MPOBOIATCS, B CBSI3U
C 9eM B JaHHOW CTaThe YKa3bIBAIOTCS TOJHKO JIOKAIH-

3alusd MaToOJIOTUYECKOTO IMponecca, €€ KIMHHUYCCKUC
OCO6eHHOCTI/I, a HC HaJIMYUC aHTUTCIIL.
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