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Onucanvl  KIUHUYECKUe Kpumepuu cepoHecamueHou
MUAcmenuu CO2NACHO KIUHUYECKOMY npomokony Bce-
poccuiickoeo muacmenuieckoeo yewmpa. Ilpeocmasnenvi
cospemennvle OaHHule O namoeeHeze Mol Gopmul.
Ilpoananusuposanvlt 5 ucmopuii 60ne3nu 3a HOCieOHUe
HECKOJIbKO Jlem Cmpaoaouux 0aHHoU ¢opmotl.

Kniouegvie cnoea: ceponecamuenas — mMuacmenus,
awmumena K peyenmopam Muvluleunozo Oeaxa, oucgonus,
ouzapmpus, oucgazus, KpaHuoOYIbOAPHLLIL MUN.

In given article present clinical criterions
seronegative myasthenia gravis according the clinical
protocols of Russian Myastenic Centre (Moscow). Present
modern data about the pathogenesis of that form. 5 patient
histories with seronegative myasthenia gravis form were
analyzed in the last some years.

Key words: seronegative miastenia, antibodies to
muscular  protein  receptors, dysphagia, dysarthria,
craniobulbar type.

MmuacTeHust - ayTOMMMYHHOE 3a00JIeBaHHE, KIIH-
HUYECKU IPOSBISIIONIEECS MATOJOTMYECKON MbILIey-
HOM yTOMIIIEMOCTBIO, 00YCIIOBJIEHHOW 00pa3oBaHUEM
ayTOAHTUTEN K Pa3IUYHbIM AHTUT€HHBIM MHLIICHSIM
nepuepruuecKkoro HEHPOMBIMICYHOTO ammapaTa, K
KOTOPBIM OTHOCATCS: alETHIXOJMHOBBIE PELENTOPHI
U MBIIIEYHO-CIIeI(ryeckas Tupo3uHkmHasa [10].

B Hacrosimee BpeMst pacpocTpaHeHHOCTE 3a0071e-
BaHus cocrasiser 10-24 na 100 000 Hacenenus.
MpuacteHuss MOXeT J1e0I0THpPOBATh B JIFOOOM Bo3pac-
T€, HauuWHas C PAHHEro JETCTBA U 3aKaH4YuBas
riryOokoi crapocthio. CpeaHuii BO3pacT Hadvama
0ose3HH y >keHUMH 26 jer, y myxuuH 31 rog [1].
Kenmunuer cTpanaoT MuacteHuel B 3 pasa yaiie, 4em
MY>KUUHBI [2].

B mnocnennue roasl B JuTepatrype Bce Ooublie
BHUMAaHUS YAEJSAIOT MATOreHe3y MHACTEHUM U ee
¢opmMaM, B YACTHOCTH IO COJACPXKAHUIO TEX WM
WHBIX aHTUTeN. Hampumep, mpu ceporonokuTeIbHOMN
(kmaccuueckoi) wMuacTeHud, 1O JAaHHbIM Al
Canamze, mpaktmuecku B 80% ciydasx oOHapy-
JKUBAeTCAd IOBBIIIEHHBIH TUTP ayTOaHTUTEN K
alleTWIIXOJIMHOBBIM  perientopam  [3,6,7,8,9].  Houns
OOJIBHBIX Y KOTOPBIX ATOT TUTP HE M3MEHEH, COCTaB-
nser okono 20%, W JaHHas KaTeropus IMalueHTOB
OTHOCHUTCA K CTPaJarollMM CEPOHEraTUBHOW MHacTe-
Hued [4]. Tlpm cepoHeraTMBHONW  MHACTEHUH
BBIBIISIIOTCA aHTUTENa K PELEenTopaM MBbIIIEUYHON
cnenupuieckol  TUpO3MHKHHA3BI-MuSK,  Oemkam
MOCTCUHANTUYECKOH  MeMOpaHbl,  BBIMOJHSAIOUINM
pons "opraHu3aTopoB" (DYHKIIMOHUPOBAHHS IICIBIX
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rpymn  (KJIacTepoB) alETHIXOJIMHOBOTO PEIenTopa.
Ona ¢opMupyer KiacTepbl Ha TOCTCHHAIITHYCCKOH
MeMOpaHe ¢ TOMOIIBIO arpUHA U parichHa. Takke oHa
AKTHBHPYET KaCKaJl CHT'HAJIOB, OTBETCTBEHHBIX 3a BCE
aTanmsl (OPMHUPOBAHMS CHHAICA, BKJIIOYAs OPraHu-
3al[MI0  MOCTCHHANTHYCCKOW MeMOpaHbl.  ATpuH
CHHTE3UPYETCs] MOTOHEHPOHAMH U, TPAHCIIOPTHPYSICH
BHU3 [0 MOTOPHOMY aKCOHY, IIONAaJaeT B CHHANTHU-
YecKyro Imenb. Jlamee arpuH B3aUMOJCHCTBYET C
MuSK-nocTcuHanTH4ecKuM KOMIIOHEHTOM, KOTOPBIH
(hocBOpHIIMPYET CBSI3aHHBIE C PAIICHHOM CYyOBEIUHU-
OBl AIeTHIXOJIMHOBOIO  perenrtopa.  Arpus,
MBIIICYHO-CIICNU(UIECKasi THPO3UHKIHA3A U PAIICUH
CKOHIICHTPUPOBAHb B HEPBHO-MBIIICYHOM CHHAIICE,
Uit GopMUpOBaHUS cHUHAICa HEoO0XoauMa IIeTOCT-
HOCTh BCEX KOMIIOHEHTOB, 4YTO OBUIO JIOKa3aHO B
IKCTIIEPUMEHTaX Ha XMBOTHBIX. B mocnennee Bpems
ycTaHOBJIEHO, 4TO y 70% OOJBHBIX CepOHETaTHBHOMN
MHACTEHHEH NPUCYTCTBYIOT aHTUTENA K MEIIICTIHO-
cnenuguaeckoi TuposunkuHase [5,10,11,12].

CymiecTByeT HECKOJIBKO OCHOBHBIX KIMHHYECKUX
U TapaKIMHIYECKHX MATTEPHOB CEPOHETaTUBHOM
MHUACTCHHH, & IMEHHO:

* mpu dToH (opMe pemKko BOBJIEKAIOTCS B
MATOJIOTHUECKUHA  TIPOIeCC  OKCTPAOKYISIPHBIE |
TYJOBHUIIIHBIC MBIIIIIE;

* IpW HEW 4dYacTo CcTpamawT OyibdapHbIE W
JIBIXaTeIbHBIE MBIIIIIEL, (KpaHUOOYIHOapHBIHN THII);

* CEpOHETaTUBHAs MHACTCHUS JEeOIOTHPYET C
OynbpOapHBIX HAPYIICHUH, IIPH 3TOM IMPOIECHT TIa30/1-
BUTaTENBHBIX PACCTPOMCTB HHU3KHM, a Cceporoio-
JKUTENBbHAS MHUACTCHHsI NEOIOTHPYET C TJIa30/BUTa-
TEeNbHBIX PACCTPOICTB, YacToTa UX cocTaBiusgeT 60%;

* HaJM4YUC BBICOKOTO IPOIEHTa YaCTOTHI JIbIXa-
TENFHBIX KpPU30B,  KOTOpBIE, 1O JaHHBIM pPadOT
Canmanze A.I'., cocrapistior 80%;

* BO3pacT OONILHBIX 3TOM (OPMOI TaKKe MaTOrHO-
MOHHYEH, OH cocTaBisieT 19 jer;

* OKCHIIMHBI B 6 pa3 4alle CTPajarT, YeM
MYKUUHEBI;

* OTCYTCTBHE JiIeKpeMeHT-Tecta Ha OMI';

* OTCYTCTBHE PEaKIIMU HA BBEICHHUE IIPO3CPHHA;

* penKoe BOBJICUCHHE B ITATOJIOTWIECKUII IpoIiecc
THUMYCa, KPOME TOTO MHOTHE aBTOPHI YKa3bIBAIOT, YTO
CCpOHETaTHBHAS MHUACTCHHS SIBISICTCA- THMYCHE3a-
BUCHMOW ¥ 4ro y OoibHBIX HeT 3pdekra Ha
THMOMAKTOMUIO [4];

* BBICOKOC COJCp)KaHHE AHTUTEN K MYyCKapHH-
crenu(pUIeCKON THPO3NHKHHA3E.
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Heans wuccaeqoBaHusl: W3YYUTh KIMHHYCCKHE
0COOCHHOCTU CEPOHEraTUBHOW MHacTeHUU U YD dek-
TUBHOCTb  MPOBEACHHUS  (QHTUXOJIHMHICTEPA3HOM,
TJIFOKOKOPTUKOUTHOM W XUPYPTUYECKOM ) Teparu.

MeTtoabl uccieT0BaAHUS

1. HeBponoruyeckuii OCMOTp, Harpy3oudHbIe
TECThI, MPO3EPUHOBLIN TECT.
2. [NMapaknuHU4YecKHe MCCIEAOBAHUS: JIIEKTPO-

Muorpadus, KOMIBIOTepHas ToMmorpadus THMYyca,
ANIEeKTpoKapaAnorpadus, yIbTPasBYKOBOE HCCIEIO-
BaHHE NIMTOBHUIHOM >XEJNE3bl, YPOBEHb THPEOTPOII-
HOTO TOPMOHA, THUPOKCMHA M Kajusl CBHIBOPOTKH
KpPOBH.

B mepuon ¢ 2008 mo 2011 r. B HamumonansHbIi
rociutane KP  Ha KOHCYNbTallMI0 C JAMArHO30M
"MuacTeHus, KpaHuo-OympOapHas Gopma"  ObuIH
HamnpasJleHbl 5 00NBbHBIX. Bo3pacT O0JBHBIX BapbUpPO-
Bal oT 24 ner mo 61 roma. OOmEee KoJIMYECTBO
KEHIIMH B JAHHOM HCCIIEZOBaHUM cOcCTaBisio 4, 1
mamueHT ObUT MyKCKoro moja. Bo  Bcex cimydasx
JeTanbHoe  00CIEeOBAaHME IIO3BOJIIIO  BBICTABUTH
TJIOTOYHO-TUIEBYI0  (GopMy MuacteHuH. KiuHu-
YeCcKHe NMPU3HAKM MHUACTEHHH y OONBHBIX, CTPaJaro-
[IUX TIOTOYHO-TTUIICBON (POPMOIA, IMENH CIIeAyIONIHe
gepTel: mpaktudecku B 100 % ciyuaes 3a0oneBanue
neOroTHpoBaNo ¢ OynpbapHoro cuaapoma. OH xapak-
TEpU3YeTCs] HApYUICHUSIMH TJIOTaHUS (IIOTIEpXUBaHUE,
MOMajJaHue KUJAKOH MMM B HOCOBBIE XO[bl),
THYCaBOCTBIO, JU3apTpUEH, pexXe - OXPHUILUIOCTHIO
rojoca M OYCHb PEAKO HAPYIICHHSIMH MOIYIISLUH
rojioca, HAIOMUHAIONIMMU 3aMKaHue. DTH Hapyle-
HUS: MOTYT JOCTUraTh KpailHed CTeneHH BBIpa)kKeH-
HOCTH - HEBO3MOXKHOCTH TJIOTaHHSI W Pa3roBopa.
XapakTepHBIM CUMIITOMOM TAaKKe SIBIISIETCS cl1aboCTh
JKEBATCNFHBIX MBI - YTOMJICHHE NPU >KECBaHHHU,
WHOTIA 0 OTBHCAHUS HIDKHEH UYEITIOCTH, OOJNBHBIE BO
BpeMsl eIbl HOJIEP)KUBAIOT YENIOCTh U IIOMOTAIOT
cebe pykoil mpu xeBaHuu. B nebrore ria3onBu-
ratejbHble PacCTPONCTBA BO3HUKAIIU TOJIBKO Y OJTHOM
00JBPHON B BHJE MOJYITO3a U JUILIONHUA. B omHOM
cllydae OTMedallach TYJIOBHIIHAs c1abocTh. U3 msaru

OONBHBIX ~ TpeM  OOJBHBIM  ObUIa  MPOBEACHA
anexTpomuorpadusi, MOCPEICTBOM KOTOpOi
BBISIBJICHO OTCYTCTBUE JEKpeMeHT-Tecta. Y BCeX

6OJ'II>HI)IX, OoTME4Ya1aCb PE3UCTCHTHOCTH HAa BBCIACHUC
npo3€pruHa U KaJlMMHWHaA, B CBA3H C YCM UM OblIa

Ha3HaueHa  TOpPMOHaIbHas Tepamus. JIBym ObLia
MPOBEJICHA THMOMAKTOMHS Ha paHHUX CpPOKax
3a00NeBaHMs, OJHAKO KaloObl Ha 3aTPYJHEHHOE

KEBaHUE, TTIOTAHNE, PeUb COXPAHIIOTCS 10 CHX II0p, B
CBA3M C YEM OHU MPOJOJKAIOT IPUHUMATh KAIUMUH C
NPEAHU30JIOHOM IO COOTBETCTBYIOIIEH cxeme. Y
IBYX TAIlMCHTOK OTMEYAJHCh SHH30IBI 3aTPyIHEH-
HOTO JbIXaHUS, KOTOpble OBUIM pAaCUEHEeHbl Kak
CMellIaHHbIe KPU3BIL.

[IpuBoanM cnemyrouuii KIMHUYECKUH cIryyai:
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Bbonpnas M., 1978 r. p. moctynuna 22.03.2010 B
ornenenne B otaeneHun Hesposnorun HI'M3KP c
KIIMHUYECKUM JUarHo3oM: MuacTeHus, TJIOTOYHO-
nuneBas GopMa, B CTaaWM JEKOMICHCAIWH, ILIOXO
KynupyeMasi aHTUXOJIMHACTEPasHBIMU IIperapaTaMu.
CoctosHue mocne TtuMdKTomud oT  1.12.2009
JKamoOpl: Ha BBIpa)XEHHOE HApPYLICHHWE TIOTAHUS
TBEPJOH M KUIKOW THIH, HU3-32 4ero OeCHOKOST
CYXOCTb BO PTY, IONEPXUBAHHUE MPU MpPUEME MHILH,
HapyIIeHHE >KeBaHHs, THYCaBOCTh rojoca. AHaAMHE3:
JeOrT 3a00JIeBaHUSl C KEBATEIbHBIX PACCTPOUCTB 5
MecSIeB Ha3aj, yepe3 HEKOTOpPOe BpeMs MOSBUIIACH
mucharus, quchonns. Habmonanace aMOynaTopHo; ¢
KakiM IHarHO30M - HE 3HAeT, MPHHHMala CO CIIOB
mnpenapatel (BuTamMuHBI Tp. B) 0e3 »¢pdexra. B
HOsOpe 2009 roma BmepBele ObLIa TOCHHTANIH-
3UpOBaHa B IaHHOE OT/CNCHHE, AMArHOCTHPOBAHA
MuacteHus. HeBpomornyeckuil cTaTyc: TIIa3HBIC
menn u 3padkn - D=S, QoTopeakuuu KUBHIC.
CnaboCcTh KPYTOBBIX, JKEBATENBHBIX, TJOTOYHBIX
MBI, TPH UIUTEIBHOM pPa3rOBOpE HapacTaromast
THYCaBOCTh. [IBIDKEHHs TJIA3HBIX SIOJIOK B IIOJHOM
obveme. OcnabiieHre KOHBEpreHIMW cieBa. JIuio
CUMMeTpHYHOE. SI3bIK Mo cpenHel NuHuUU. Meliey-
Has CWJIa W MBIILIEYHBII TOHYC He n3MeHeHbl. Cyxo-
XKIIbHBIE peduiekchl kuBbie - S=D. Harpysounsie
npoObl ¢ BEPXHUX W HIDKHMX KOHEYHOCTEH Ha
UCTOLIAEMOCTb - OTpuuaTenbHsl. [Ipu npucenanuu 10
pa3, Impu JJIMTENILHOM pa3roBOpe HapacTaeT mnapes
JKEBATCNIBHBIX MBI, KPYTOBBIX  MBIIII  JIMIIA,
rHycaBocTh. B moze Pombepra ycroitunBa, Koopau-
HATOPHbIE MPOOBI: BBIMOJHACT YAOBJIETBOPUTEIBHO.
Ha mnpoBenenHoilt anmekTpoMHOrpaduud € MBI
BEPXHUX M HIDKHHX KOHEYHOCTEH OBUIO BBIABJIICHO
OTCYTCTBHUE JICKPEMEHTA TecTa.

B nmekabpe Toro ’xe roga MpOBEACHA THUMOM-
skTOMHsL. Heo0Xommmo OoTMEeTHTBH, YTO MHOCHIeornepa-
LIUOHHBIA TIepruosl y OOJNIbHOM MpOTEeKan co CMelllaH-
HBIMU KpPH3aMHU B BHIE CYXOCTH BO PTY, MBIIICYHBIX
MOJICPTUBAHMA, HapacTaHus OynbOapHOW ciabocTy,
YTO MPHUBEIO K JEKOMIICHCAI[MH COCTOSHUS OOJBHOM,
U3-32 YEro YeTBIPEeKIbl OBUIM CHENaHBl HHBEKIUH
MPO3EpPHHA, KOTOPhIE HE Jalld OXHIAEMOT0 3P QeKTa.
B cBsi3u ¢ 4eM 10 HACTOAIIETO MOMEHTa y OOJBHON
OTMEYaeTCs IUIoXas KOMIleHcanusi — OyiapOapHBIX
paccTpoiicTB Ha QoHe mpruema kanumuHa 110 180 Mr B
CYTKH. IToBroproe mocrymieane B 2011 .-
Ha3HA4YeHa TOpPMOHaJbHas Tepamus B 1o3e S50 mMr B
CYTKHU TI0 Yepe3IHEBHOH METOAMKE, KOTOopas HE HaeT
MOJIOKUTEITFHON TUHAMUKH.

OOcyxkaeHue KJIMHUYECKOro ciaydas. Mbl
MOJKEM BBIICTUTH y 00bHOI 8 kpuTepues u3 10, xa-
PaKTepHBIX  JUISI ~ CCPOHETATHMBHOW  MHACTECHUH,
HECMOTpPSI Ha  OTCYTCTBUE HMMYHOJOTHYECKUX
TUTPOB, @ WMEHHO: Yy Hallell NalueHTKH MepBble
IpU3HAaKH OONE3HM BO3HUKINM HA BTOPOM JIECSITHU-
JETUN SKW3HU, OHH MPOSIBILUIACH Oyas0apHBIMU
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paccTpoiicTBaMu, KOTOpbIe Ha MPOTSDKEHUH ABYX JIET
HE JAIOT TeHepaM3aluy mpoiecca. [ ma3oaBuraren-
HBIX PACCTPOWCTB W TYJIOBHIHOH CIa0OCTH TIpU
3ToM y OonbHON HHKorna He Obuto. Ilpum obGcnemo-
BaHWU OONBHOW OBLT MpOBeACH (hapMaKOIOTUICSCKHMA
TECT C MPO3EPUHOM, KOTOPBIA OBLI OTPHIATEIHHBIM.
W3-3a Hanuusl HECKOJIBKUX SMHU30/0B JbIXaTEIbHbBIX
HApyIICHWT B aHaMHe3e, €€ PEe3UCTEHTHOCTH K

AQHTUXONIMHICTEPa3HO  Tepamuu  OoibHass — ObLIa
MIPOOIICPHPOBAHA I10 [TOBOTY TUMOMIKTOMUH, KOTOPAst
HE KOMIIGHCHpOBANTa COCTOSIHUE OOJBHOW 10

HacTosAllero BpeMeHH. Mcxoas U3 3TOro, cieayer
MPEIIOIIOKHUT, YTO OOJIbHASI OTHOCHTCSI K KaTETOPHUU
"rumycHe3aBucuMbIx". ITlpencraBieHHoe KiIMHUYEC-
KOe HaOIIoJeHHe, emle pa3 MOATBEPIKIACT TSKECTh
TedeHus: 3Tod (HOpMBI U HEIPPEKTHBHOCTH AHTUXO-
JIMHACTEPA3HOU TEPAMHH.

[NonoOHYI0 COBOKYNHOCTH NPH3HAKOB MBI BBISI-
BUJIM Yy BCEX 5 00Cie0BaHHBIX OOJIBHBIX, - COTJIACHO
KIMHAYECKUM KpPUTEPHsAM, INPeUIOKeHHBIM Bceepoc-
CHIICKMM MHAaCTEHHYECKHM IICHTPOM, YTO B YCIIOBHSIX
HEBO3MOXKHOCTH HMMMYHOJIOTHUECKOT0 MOATBEpKIe-
HUSl TPEAToiaracT CepoHETaTUBHYIO (opMy y ATOi
Kateropuu OONBHBIX MuacTeHuer. KpaHnoOymb-
Oaprass (opma MHACTEHUW, HAOTIONABIIASCS HAMHU,
SIBJIICTCS TSDKEJION 10 TE€UEHUI0, HE KOMIIEHCUPYETCs
AHTUXOJMHACTEPA3HOM Tepanueil 1 THMOMAIKTOMHUEH,
YTO MPEATNOAracT HHYI TaKTUKY BECHHS U TPeOyeT
JaJIbHEHNIIero n3y4eHus.

"Ipumeuanne: B ycioBusax Keipreizckoii Pecmy6-
JUKH B HACTOSIIEE BpeMs HHUIZIE HE IPOBOIITCS
MMMYHOJIOTUYECKHE HCCIIEIOBaHUSI MHUACTCHHUHU, B
CBSI3M C YEM B JIaHHOH CTaThe YKa3bIBACTCS TONBKO
JOKaJIM3alUsl  MATOJIOTHYECKOr0  TIporecca, — ee
KIIMHUYECKHUEe OCOOEHHOCTH, a He HAJIMYMe aHTUTEIL.
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