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Ilpedcmasnenvt ocobennocmu npoepeoueHmnozo mede-
HUA MUACMeEHUlU, YCMAHOBIeHbl CPOKU ee 2eHepanu3ayul,
603pacmuuie U NOJ0Gble OMAUYUA ee Om Opyeux Popm, a
makace cmenenb KOMHEHCAYUU NPU NAMO2EHeMU4ecKOM
JeYeHUU.

Knwouesvie cnosa: npozpeccupyiowee meuenue, 21a3o-
odgueamenvhvle paccmpoicmsa, OyavbapHvie paccmpoiicm-
6a, MyNOBUWHASL CIADOCMb, CPOKU 2EHEPATUAYUU.

In given article underlined the peculiarities of
myasthenia gravis progressive course, the time of it
generalization, peculiarities of clinics, age and sex
differences from another forms, and the level of
compensation in pathogenetic treatment.

Key  words:  progressive  course,  oculomotor
disturbances, bulbar disturbances, time of generalization,
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MuacTteHus rpaBuC cpeau 3a00JeBaHUN HEPBHOU
CUCTeMBbl 3aHUMaeT ocoboe Mecto. bonesHs,
n3BectHast cBpimie 300 yer, Mo cuX MOp OCTaeTcs
3araJkod JUisl YYeHbIX M Bpadeil. DTHOJIOTUS ee N0
CUX MOp HeAcHa. B Hacrosiee BpemMs MHaCTEHHIO
paccMaTpHBalOT KaK KIACCHYECKOE ayTOMMMYHHOE
3a00JIeBaHue C SBJICHUSIMH ayTOarpecCUm, HalpaBJcH-
HOM Ha aleTHIXOJWHOBBIE PELENTOPbl MOCTCHHAINTH-
yeckoid MmeMOpanbl [3]. OmMHAKO O CHX MMOpP HESICHBI
MEPBUYHBIA AHTUIEH, 3allyCKAIOMMH HMMMYHONATO-
JIOTUYECKUN MPOLECC, U MPUIUHA CTOJIb BHIPAKEHHOMN
ayToarpecud K COOCTBCHHOW TKAaHU. 3HAYHUTEIBHBIC
yCIeXH B H3YYCHHH NATO(PHU3HOIOTHH HEPBHO-
MBIIIEYHON Mepenay U MMMYHOJIOI'MH MHUACTEHUH,
JOCTHTHYTBIE 32 MOCJIETHHE ACCATHICTHS, B KOpHE
W3MEHWIN MTPOTHO3 U TeueHue 3a0oneBanus [1]. Ecmm
B 30-e rogst XX crojeTHs JIETAIBHOCTh IIpH
MHACTEeHHH B TiepBbIe 2 ronxa coctasisuia 90% (A
KoxeBH1KOB), TO yxe B 40-50 -x rogax c mpumeHe-
HUEM aHTUXOJIMHACTEPA3HBIX U TIHOKOKOPTHUKOUIHBIX
npenaparoB oHa cHuzuiack 1o 50% [2,3,4]. B.C.
Jlo63un B 1960 1. B cBOEH MOHOrpaduu MHCANI, YTO
CMepTh U TsOKeNas MHBAIMIU3alus B niepBble 4-5 neT
0oJsie3HM - sBIeHUS OObIuHBIE. CerojHs CMEepPTHOCTH
Mpyd MHACTeHWH He mpeBblmaer 5-7% [5]. Pesko
COKpAaTWJIUCh CPOKM TeHepalu3allud Tpolecca, a
TaKXe 3HAYUTEIHHO YMEHBIIHICS BO3PACT OONBHBIX.
Bonesnp 1o cux mop 1wioxo pacno3Haerca. Oco-
OcHHa TpyAHAa U1 JAWATHOCTHKM MHACTEHUS C
MPOTPEINEHTHBIM TEUEHHUEM H3-3a OBICTPOTO pPa3BHU-
TU cuMNTOMOB. Ilo JaHHBIM MHOTOJNETHUX padboT
Bb.M. I'exTa, mporpeccupymolee TEUEHHE TeHEepaIn-
30BaHHOW ()OpMBI MHACTEHWU OBUIO JUATHOCTH-
poBaHo y 62% OONBHBIX, Cpenu 0O0CIIeJOBaHHBIX
obuto  74% oxkeHmuH U 26% MyxuuH. Bospact
00IBHBIX KoJebacs ot 9 1o 69 ner, ogHaKo HanOOIb-
miee 4ucio OONBHBIX  OOpaTWIOCh HA TpEThbeM
necarunetuu xu3Hu. [Ipumepro y 37% 3aboneBanue
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Pa3BIIIOCH B TEUCHHUE 2 JIET, a Y TPETH OOJNBHBIX - OT
3 ngo 10 ner. IlepBble CHUMNTOMBI OOJIE3HH, IO
mHeHnio b.M. T'exTta, oTmeuanuch B BHJE TJ1a30-
JBUTATEIBHBIX PaccTpoicTB y 33% OonbHBIX, B 25%
ciiydaeB ¢ OynbOapHBIMH CHMIITOMaMH, CO cliabo-
CTBIO B pyKax n1e01oT otmeyaincs B 21% ciygaes [2].

B cBs3u ¢ OBICTPBIM pPa3BUTHUEM CHMIITOMOB H
HEJIOCTATOYHO XOPOIIEH TUArHOCTUKON 3TOH (DOpMBI
3a00J€BaHUI, MBI PEUIMIN TNPOAHATH3HPOBATH HE-
CKOJIBKO HCTOpHil Oose3Hel 3a mocieqHiue HECKOIbKO
nert [2].

Lear wuccaeqoBaHMs: H3YyYUTh KIMHUYICCKHE
0COOEHHOCTH MPOTPETUCHTHOTO TCUCHHS MAACTCHHUH.

ITauueHTHI M MeTOBI HCCJIeI0OBAHUS

OO0cnemoBaHbl U MPOBEACH aHAMH3 Y 32 OONBHBIX
C MPOTPECCUPYIONINM TEUCHUEM MHACTeHUH. U3 HUX
27 GONBHBIX COCTABJISLTN T€HEPATM30BaHHY0 (popMy ¢
OynbOapHBIME HApYIIEHUSMH U S5 OOJNBHBIX C IJIO-
TOYHO-JTMIIEBOI (opMoi. Bo3pacT OONBHBIX coCTaB-
s ot 12 go 28 jer, camMoMy 3peioMy MalUeHTy
obu10 58 met. COOTHOIIEHHE MYXYHUH H KCHITUH
obL10 1:3.

Jlmarno3 MHacTeHWM YCTaHABIHMBAJIM HA OCHOBA-
HUM JAHHBIX KIMHAYECKOTO OCMOTpPA, 3JIEKTPOMHO-
rpa¢un, MPO3EPUHOBOTO TECTa, KOMIIBIOTEPHOMN
tomorpadun  (KT) wiam  MarHUTHO-pE30HAHCHOM
tomorpaduu (MPT) Tumyca. B pabore ucrnonp3oBanu
knaccudukanmo b.M. T'exta 3a 1965 r. B nHamem
HCCIIEIOBAaHUM Tporpeccupyromas (GopMa TEUCHHUS
MHACTCHHU TPOTEKaja C HEKOTOPBIMH OTIMYHSIMH,
KOTOpBIC OTMCAHBI HIDKE. PAaHHIMYU CHUMITTOMaM# TIPH
TeHEPAIN30BaHHOW (QOpMe MHACTEHHH C IpOrpec-
CHPYIOITNM TedeHHeM B 55% ciryyaeB ObUIH Tia30-
JBUTATEIbHBIC PAaCCTPOUCTBA, y 35%  manmeHTOB
NeOIOTHRIMH CHMIITOMaMH SIBISIACH CIa0OCTh CKe-
JETHOH MYCKyJIaTypbl B COBOKYIMHOCTH ¢ Oymbn0Oap-
HBIMH PACCTPONCTBaMH; H30JIMPOBaHHAS  CIabOCTh
MBI BEPXHUX ¥ HIKHUX KOHEYHOCTEH BCTpeUYanach
y 10% G6ompHBIX. ['MoTOUHO-NHIIEBas hopma MHacTe-
HHUH BCETNla pPa3BUBANIACh ¢ OYIEOApHBIX PACCTPOUCTB
¥ crnabocTH MBIII] JUIEBOro ckenera. [enepanu-
3aIUsl Tpolecca OTMedanach IMOYTH Yy Bcex 26
OOJIBHBIX, CTPaJAIOIIUX TeHEePaTH30BaHHOHN (opMoit
muacteHnd. OHa  pasBUBajlach B CIEAYIONIEM
BPEMEHHOM MPOMEXKYTKE: OT 5-6 MecsIeB 10 OJHOro
roja, KpoMe OJHOIO Hallero MalHeHTa - y HEero
reHepanuzanusi HacTynmwia cmoycts 10 mer. v
MAIMCHTOB C TJIOTOYHO-JUIICBON (hOpMOii TeHepalu-
3aIusl mporiecca He oTMedanack. [Ipo3epuHOBBIN TecT
y BCEX MAIMEHTOB ObLIT TOJOXHUTEIbHBIN, KpoMe 5
MAIMEHTOB C KpaHnoOynnO0apHOU (opmoit. TuMOMBI
IpU KOMITBIOTEPHOI TOMOTpaduu OPraHoB CpeAocTe-
HUsL ObUH OOHapyxeHbl y 6 mnamueHToB. [locne
JICYCHHS TIOJHAS PEMHCCHS CUMIITOMOB OTMEYalach
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TONBKO y 1 OONBHOrO, Yy MAlMEHTOB C TIOTOYHO-
JMUIEBOW (OPMOH PEMHCCHIA HE OTMEUYANOCh JaXKe
MocJie paAuKaJIbHOTO BMEIIATENbCTBA.

Cpenaue cpoku OT Havana 3a0oJeBaHUS 0
MOCTaHOBKH MPaBUJIHOTO AMAarHO3a COCTAaBIISLIU OT 2
10 14 ner. OmMOKY B JUArHOCTHKE MUACTEHUH IPH
IIpOrpeccupyromeM e€ TeYeHUH coBeplieHbl B 74%
CJy4aeB U B OCHOBHOM CBSI3aHBI C TO3IHUMHU CPOKaMH
YCTaHOBJIGHHS JuarHo3a. B kayectBe mpumepa
MPHUBOIUM KIIMHUYIECKOE HaOIIOICHNE:

Bonproit K. 1960 r. p. 1OCTaBIEH B KIMHUKY
nesposiorud HI' M3 KP.

Kanoowvr: OecrioKOSIT BBIpaKCHHAasw CJIA0OCTh B
MBIIIAX BEPXHUX U HIKHUX KOHEYHOCTEH, YCHIIH-
BAaIOMIAsCS TpH (QU3MYECKON HArpy3Ke, OIMyIICHUE
o0enx BEK, OrpaHWYCHHE B30pa B CTOPOHBI, BBEPX,
BHYTpb, HapyllIEHHE TIJIOTaHUS TBEPAOH M KHUIKOU
MUIIN, TEPUOJUUECKU 3aTPYIHEHHOE JbIXaHHUE.

Anamue3: O0JNEH C 25-IE€THETO BO3pacTa, KOrja
BIIEPBBIE  BO3HUKIM  IJIa30[BUraTelbHBIE  pac-
ctpoiictBa. Jlo MOCTYIUIEHUS B KIIMHUKY HEBPOJOTHH
JIEYWICS y OKYJHCTOB IO IOBOAY O(TaIbMONATHH
HescHoro reHe3a. llog HaOdroseHuWeM  JaHHOM
xmauky ¢ 2002 rona. B Tom ke romy Oblia BiepBbIe
JUarHocTUpoBaHa  MHUAcTEHUs C  Ha3Hau€HUEM
TOPMOHAJIBHOM Tepanuu 10 90 MI B CYyTKH, C MOJIHBIM
perpeccoM cuMnToMatukd  (OOJBHON caMoCTOs-
TEJIbHO IPEKpaTWJl MpUEM [PEAHU30JIOHA Yepe3
Heckonbko MecsueB). [Iposenennas KT tumyca He
obHapyxmia TuMoMsl. Criyers 4 rona, B 2006 rony, y
00JIPHOTO BHOBB IOSIBWIJIACH CIA0OCTh, HAPYIIMIOCH
[JIOTaHUE, B CBSI3U C 4eM OOJBHOH CaMOCTOSTENILHO
Ha3Ha4yuj cebe MPeJHH30JI0H B 03¢ 55 Mr uepes
JI€Hb, [10CJIE YEr0 OTMEYajl 3HAaUUTEJIbHOE YIIy4llICHHE
¢ Tmocinenyroueil ormeHoi mpemapara. C  Toro
BPEMEHHU MOCTOSIHHO IPUHUMAET KaIMMHUH B 103¢€ OT |
70 3 TabNeTOK B CYTKH, B 3aBUCHMOCTH OT COCTOSIHUS
OOJNIEHON caM perymupyer no3y kamumwuHa. [locien-
Hue 3-4 Mecsma OONBHOW OTMEYaeT 3HAYUTEIHLHOE
YXyIIIEHHE B BHIEC HapacTaHHWs claboCTH B CKENET-
HOM MycKyJaType, a Takke HapyIIeHUs TJOTaHUS U
JBIXaHMS, CBSA3BIBAET BCE 3TO C MEPEHECEHHOU
npoctynoi. bonpHONM B HacTofIee BpeMs HE MOXKET
[JIOTaTh CaMOCTOATENBHO XKUAKYIO U TBEPAYIO MUILY,
[JIOTaeT Mocie MpueMa KaauMHuHa. Hesponozuueckuil
cmamyc: ABYCTOPOHHHH MOJYNTO3, OOJBIIE CIIpaBa,
(doTopeakuuu KUBBIC. JIBIDKEHHS TJIA3HBIX SOJIOK
OTpaHMYEHBI: Mape3 B30pa BBEPX, B CTOPOHBI, BHYTPb.
[Tape3 kpyroBeix MbII r1a3. SI3bIK MO CpegHei
JUHUYM. MblllevyHas cuia B pyKax CHibKeHa a0 3-3,5
0aJuIoB, MOCe HArpy304HbIX MPOO CHU3WIACH JI0 2
OamtoB. bonbHOUM He cmor nipucecth 10 pa3s (mpucen
TOJIbKO 1 pa3). MBbIIeyHblii TOHYC  HE H3MEHEH.
CyxoxuinbHbIe peIeKChl ¢ BEPXHHUX W HIDKHHUX KO-
HeuHocTer »kmBble S=D. IlaTomormueckmx, MEHUH-
reajJbHBIX 3HAKOB HeT. B mo3e Pombepra ycroituus.
KoopaunaropHsie mpoObl BBHIIOIHSET yIOBJIETBOPU-

TeNbHO. YyBCTBUTEIBHBIX PACCTPONHCTB HE BBISBICHO.
['moranme HapymieHo, IbIXaHWE 3aTPYIHCHO TIPH
(u3ndecKor Harpys3Ke.

Honyuun neuenue: puboxcun 5,0 Ha us.
pactBope B/B cTp. Ne 10, xamumuH 180 Mr B CyTKH C
MOCTIEAYIONIMM CHIKEHUEM H03bI 10 60 Mr B JCHB,
npeann3oiion 80 Mr B cyTku. Beimucan c ymyure-
HHEM: CaMOCTOSTEIFHO CTall MPUHUMATH MUILY 0e3
mpreMa KaTiMMUHA, Hapocia MBIIIeYHAs CHIa B pyKax
n Horax. [IpixaHue He 3arpyaHeHo. | JIa3zoaBUTaTehb-
HBIC PaCCTPOMCTBA COXPAHSIIOTCS.

Knuandeckuil 1uarHo3: MUACTEHUSI, TCHEPATU30-
BaHHAs ()OpMa C HAPYIICHWEM TIJIOTAHHUS U JBIXaHUS
B CTaJIMU JICKOMITCHCAIUH.

OOcyx/ieHre KIMHUYECKOro CIydas: B JaHHOM
KIMHAYECKOM CIIydae TIPOTPEANEHTHOE TEUCHUE
TCHEPATM30BAaHHOW ()OPMBI MUACTCHUH TPEKAE BCETO
00yCIIOBIIEHO HaTHMYHeM OyIhOapHBIX PacCTPOUCTB, a
HE CpOKaMH TeHepaJu3allid IIpolecca, TaKKe
HEMAaJIOB)KHYIO POJIb B TOM HUTPaeT HEJIOCTATOUHAS
KOMIICHCAIIUSl JIBUTATENBHBIX PACCTPOMCTB Ha (oHE
MAaTOT€HETUYECKOU Teparnuu.

B 3akmodeHwe HEOOXOAMMO OTMETUTh, 4YTO Y
HaIIUX MAIMEHTOB B OOJBIIMHCTBE CIy4acB JCOIOT-
HBIMH CHMITOMAaMH IPOTPEANEHTHOW MHACTCHUH Ha
NepBOM  IUIAHE  SBJSUIMCH  JIa30/IBUTATEIBHEBIC
paccTpoiicTBa. Y OCTaJIbHOM 4acTH OOJBHBIX OTMEYa-
JUCh COBOKYITHOCTH OyIBLOApHBIX PAacCTPOHCTB  CO
CIa0OCTBI0 CKEJETHOW MYCKYJIATypsl H H30JIHPO-
BaHHAas CrnabocTh KOHEYHOCTeW. [eHepamm3arus
IpoIriecca ¢ MpOrpeANEHTHRIM TCUCHNEM HACTYyIIaia B
cpoku oT 6 Mmecsnes no 1 roga. Jra Gopma TeueHUs
MOpakaeT B OCHOBHOM MOJIO/IBIX NMAIMEHTOB, Yallle Ha
BTOPOM JICCSTHIICTHH >KU3HH, BCETAA COMPOBOXKIACTCS
OynbO0apHBEIMH ~ paccTpOCTBAMH, YTO B MEPBYIO
ouepelb OMACHO W3-3a OOJBIIOTO PUCKA Pa3BHTHUS
HEOTJIOXHBIX COCTOSIHUM C OCTAaHOBKOW JABIXaHUS U
CEPJECYHO-COCYAUCTON AEATENbHOCTH, YTO €IIe pa3
MIONITBEPIKIACT €€ aKTyaIbHOCTh P BEIOOPE TAKTUKH
JICYCHHUS B CBETE OTCYTCTBHS IOJHON KOMIICHCAIIUU
Ha (pOHE AaHTUXOIMHECTEePA3HON TepaIHy.
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