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OCOBEHHOCTW TEHEHUA MUACTEHWUYECKOI0 KPU3A
NPU NO3AHEM OEBHOTE 3ABOJIEBAHUSA
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FEATURES OF THE COURSE
OF MYASTHENIC CRISIS IN LATE-
DEBUTING DISEASE
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Summary. Myasthenia gravis according to modern concepts is a
heterogeneous group of autoimmune pathology with a postsynaptic
neuromuscular transmission defectsts and can be classified by the
prevalence of the lesion, the detection of specific antibodies, the age at
onset of the disease, the presence of thymus pathology. Such a clinico-
pathogeneticheterogencity creates difficulties in the diagnostics and
treatment of the disease. With late (over 50 years) myasthenia gravis
debilily, the disease often has flow characteristics: a predominat lesion
of bulbar musculature, a severe progressive course, a lack of proper effect
from the therapy. If in patients with myastenia gravis of older age there
is vascular load, then it is often mistakenly diagnosed with cerebral
stroke. Presented case severe generalized myasthenia gravis with bulbar
syndrome in a patient of 60 years old, shows the features of the cours of
this disease with late debute. Key words: myasthenia gravis, myasthenic
crisis, late onset, case report.
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AHHomayus. MuacTeHna rpaBuc, No CoBpeMeHHbIM NpeaCcTaBAeHNAM, ABNAETCA
HeOHOPOAHOIA rPyNNoli ayTOMMMYHHOIA NaTONOruK C NOCTCMHANTUYECKUM [ie-
$EeKTOM HepBHO-MbILLEYHOIA Nepefaul i MOXKeT KnaccuduumpoBaTbCa no pac-
MPOCTPAHEHHOCTI NOpaXeHUA, AeTeKUMN CneLnduUeckux aHTUTen, Bo3pacTy
Hayana 3aboneBaHuA, HaNMuIo NATONOTM BIUNOYKOBON Xene3bl. Takas KnuHu-
Ko-naToreHeTMyeckas HeofHOPOAHOCTb CO3AAET TPYAHOCTU B AUArHOCTIKe U fe-
yeHuu 3abonesaHuna. Mpu no3aHem (cTapiue 50 net) gebiote MuacTeHum 3abone-
BaHMe YacTo MMeeT 0COBEHHOCTI TeUeHUA U NPOABNEHNIA: NPenMyLLEeCTBEHHOE
nopaxeHue 6ynbbapHoii MyckynaTypbl, TAXenoe nporpeccupyloLee TeyeHue,
Hef0CTaTouHaA IQOeKTUBHOCTL Tepanui. Mpu HanuuMM COCYAMCTON OTATOLLEH-
HOCTM NaLWeHTaM CTapLLero Bo3pacTa ¢ MUaCTeHKeN YacTo olWMOOYHO BbICTaB-
NAETCA AMarHo3 LepebpanbHoro MHcynbra. MpeacTaBnenHblil Ciyyaii TAXeNoi
reHepanv30BaHHOI MiacTeHUN € 6yNbOapHbIM CUHAPOMOM Y MaLMEHTKN 75 neT
MoKa3blBaeT 0C06EHHOCTY TeueHNs 3Toro 3aboneBaHuA Npu no3aHeM aebiote.

Kntoyegble ¢7108a: MMaCcTeHNA TPaBUC, MUACTEHNYECKUA KPU3, NO3AHUI AebtoT,
KNUHUYeCKuii cyyaii.
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AKTYanbHOCTb

apyLleHna HepBHO-MbIWEYHON fepefayn  MoryT

6bITb IMMYHONOMMYECKON, TOKCUYECKON W reHeTu-

yeckoli npupopbl. Hambonee pacnpocTpaHeHHbIM
N3 3TUX PACCTPOWCTB ABMAETCA MUACTEHUA TPaBuUC, Npea-
cTaBnAwLWan cobol, No COBPeMeHHbIM NpeAcTaBNeHUAM,
reTeporeHHy rpynny ayTouMMyHHOW NaTonormm ¢ mocTcu-
HanTUYecKM fedeKTOM HEPBHO-MbILLIEYHOWN TPAHCMUCCUN.
MwnacTeHna MOXeT KnaccupuumpoBaTtbCca Mo pacnpocTpa-
HEHHOCTW nopakeHna (rasHaA WM reHepann3oBaHHas),
no petekuum cneumduyecknx aHtuten [K peuentopam
aUEeTUNXONNHA, PELIENTOPY MblleYHoW crneunduryeckon
TUPO3UHKUHa3bl (muscle-specificreceptortyrosinekinase —
MuSK), 6enky 4, cBA3aHHOMY C PeLenTopoM MMNonpoTeun-
HOB HM3Kol nnotHoctu (low-densitylipoproteinreceptor-
relatedprotein  4), cepoHeratuBHaal, no BO3pacTy
Hauyana 3aboneBaHus (o nybeprata — lOBEHUNIbHAA, MO-
noxe 50 ner, cTapwe 50 neT), HANMYMIO NATONIOrNN BAIOY-
KOBOW erne3bl (aTpodus, runepnnasms, Tumoma) [1]. Takan
KNUHUKO-MATOreHeTnYecKasa reTeporeHHOCTb Co3aeT Tpya-
HOCTU B NArHOCTUKe MUacTeHUn 1 TpebyeT MHAnBMAYanm-
3MPOBAHHOrO NOAXOAa K neyeHuto. Tak, MuSK-no3utmneHasa
MUACTEHMA MPOABMAETCA YacTbiM MopakeHuem Oynbbap-
HbIX, ULIEBbIX 1 AbIXaTeNbHbIX MbilL, Gonee TAXenbim Te-
YyeHUeM C pa3BUTVIEM KPU30B, HU3KOWN YyBCTBUTENIbHOCTBIO
K aHTUXONUH3CTepasHbIM NpenapaTtam [2-4]. B nocnegHee
BpeMmMs B MMpPe OTMEYAeTCA POCT YaCTOTbl CllyYaeB MuacTe-
HUW rpaBKC B MO3AHEM BO3PacTe, UTO CBA3bIBAIOT C Nyyluel
[AVArHOCTMKON 3Toro 3aboneBaHus [5, 6]. B 15 % cnyuyaeB
6ynbbapHble CUMNTOMbI MOFYT ObITb HauanbHbIM NPOABe-
HVeM MUacTeHNN, YacTo cepoHeratusHom [7, 8]. B no3gHem
BO3pacTe y MaLMeHTOB, KOMOPOVAHbIX MO COCyaUCTON Mna-
Tonornu, 0CO6eHHO NPY HaNMUUM NopaxxeHua dynbbapHo
MYCKynaTypbl, OTCYTCTBUM UYYBCTBUTENIBHOCTU K aHTUXONN-
H3CTepa3HbIM MnpenapaTam, aHTUTeNn K pelenTtopam ale-
TUNXOJNMHA, NPV MUACTEHUN, YacTO OLWNOOUYHO BbICTABNSA-
eTcA AnarHo3 uepebpanbHoro nHcynsta [9-11]. Hanbonee
yacTol oWwnOKON B Tepanun, NPUBOASALLEN K MUACTEHNYe-
CKOMY Kpu3y, ABNAETCA ObICTPOE CHUXeHWe 103bl UMMYHO-
cynpeccanTtos [1]. [peacrtaBnaem onucaHmne KNMHNYECKOro
cflyyas MMacTeHUN rpaBuc, AebTMpoBaBLIe B MO3AHEM
BO3pacTe C NPerMyLLEeCTBEHHOro nopaxeHusa bynbb6apHon
MYCKynaTypbl, UMEIOLLEN TaxKerioe TeueHne n TpebyioLlei
MACCVBHOW UMMYHOCYMNPECCUBHOM Tepanuu.

Llesno pa6ombl: OUEHUTb KNNHN4YeCKne npoAasneHnAa
N 0COBEHHOCTY AVNArHOCTUKN MNACTEHUN Y MaLMeHTOB B NO-
XKUNOM BO3pacTe.

MaTepuan n MeToAbl
JaHHble gna nccnefoBaHna KIMHUYECKOro CinyJas B3s-
Tbl U3 NPAKTUYECKOW [eATEeNIbHOCTN U cobpaHbl nyTem cbo-

Pa »anob 1 aHamHesa Yy nayneHTa C yTOYHeHnemM BCex feTa-
new 3aboneBaHus, BpemMeHu Ha4vana, CMMNTOMOB, nNeYvYeHuA.
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Bblnu npoaHanu3npoBaHbl BCe MOMyYEHHbIE 3aKIIOUYEHNA
N pe3ynbTaTbl C Pa3IMYHbIMK BMAAMU NUHCTPYMEHTANbHbIX
1 nabopaTopHbIX NCCNefoBaHNin. Takke 06si3aTeNIbHO Obis
NPOBefEeH TLaTesbHbI HEBPOSIOTMYECKUIA OCMOTP NaLueH-
Ta 1 GblIV onpefeneHbl BegyLyne CUMITOMbl 60Ne3HM.

PesynbTaThl

MauymneHTKa @., 75 neT, B SKCTPEHHOM NopsAAKe rocrnuTa-
nM3npoBaHa B HeBponornyeckoe otgenenve PKb gna ganb-
Hellwero obcnenoBaHNsa 1 leyeHust nocne nposeaeHus KT
rofIoBHOro mosra. Npu obpalleHny naurMeHTKa MMena »*a-
Nno6bl Ha Bblpa)keHHY10 06LLYyio C1aboCTb, NeproanYeckn 3a-
TPYAHEHHOE [NOTaHME U XKeBaHe, ObICTPYI0 YTOMIAEMOCTb,
60nK B LWENHOM OTAENe NO3BOHOYHMKA, OHEMEHME B HOrax,
6051 B Ta306epeHHOM CyCTaBe, Nepronyeckme nogbembl
apTepuranbHOro AaBneHUA 1 NIOXOM COH.

AHamHe3 3a60/1e8aHUSA: CO C/IOB POACTBEHHMKOB, MaLu-
€HTKa Hayana oTMeuaTb 3aTPyJHEHHOe IJI0TaHue C Bevepa
24.01.25 r. YTpom 02.02.25 1. NpnCcOeanNHUNOCH HapyLlleHne
peun. B cBA3m c uem 6bina goctasneHa bCMI B n/o PKB. Oc-
MOTpEeHa AeXKYPHbIM HEBPOSIOroM. B skcTpeHHOM nopagke
rocnuTann3vpoBaHa B NepBNYHOE COCYAUCTOEe OTAeneHne
C NOAO03PEHMEM Ha OCTPOE HapyLleHne MO3roBOro KpoBo-
obpauweHus (OHMK) B BepTebpo-6asunapHom 6bacceiHe
(BBB). OcTaBanacb nop HabnopeHnem B OPUT, u Ha cnepy-
owme cyTkm nosTopHo caenanv MPT B DWI-pexume, OHMK
ncknoueHo. lNposeaeHa anekTpoHeripomuorpadpua (SHMT),
BbICTaBNEH AMarHO3 MUacTeHNA? 1 Nepe3akpensneHa 3a He-
BPONOrMYeCcKUM OTAENEHMEM.

Mpwn NOCTyNneHUn B HEBPOSIOrMYECKOe OTAEeNIeHNe Y Na-
LUMEHTKN OOBEKTUBHO MNPV OCMOTPE: COCTOAHWE CPERHEeN
TAXKeCTn. [MnepcTeHnyeckoe TenocnoxeHne, NOBbILLEHHOE
nuTaHye. KoXHble MNOKPOBbI 1 BUAMMbIE CIU3UCTblE GU3MO-
NornyecKkomn okpackun. ToHbl cepALa NpUrnyLLeHbl, pUT™M npa-
BuUNbHbIN. ALl B grHamumke: 120/80, 150/90, 160/90, 140/80,
130/80 mm pT. cT. YCC — 76 B MUHYTY. [IbIXaHe camocTo-
ATenbHoe, 3hOEKTUBHOE, aAYCKYNbTaTUBHO-BE3NKYAPHOE
AbixaHue, xpunos HeT. YA — 18 B muHyTy. SpO2 — 93 %.
KuBoT mArknin, 6e3 ocoboro HanpsikeHus. MNepuctansTrka
KuweyHmKa BbicnywmsaeTca. Ousnonornyeckue otnpasse-
HWA KOHTpONMpYyeT.

Hesposnoauueckuti cmamyc. B co3HaHun. KoHTakTHa.
ApekBaTHa. Pe3ko acteHumsuposaHa. OpueHTMpoOBaHa
B NPOCTPAHCTBE U BO BpeMeHU. OBpaLlEHHYI0 peyb MOHN-
MaeT, KOMaHAbl BbINOAHAET. MeHMHreanbHbIX 3HaKOB HeT.
[BrXKeHne rnasHbix AGNOK B NOMHOM 06bEMe, HUCTarmo-
ng. 3paukm D=S, doTopeaKkuum xKusble, COapy>KeCTBEHHbIE;
rnasHble wenu D=S. MonynTo3. He6HbIN 1 FOTOUHbIN ped-
NEKCbl CHWKEHBbI. JTMLOo cnmmeTpuryHoe. A3blK No cpepHen
nuHUK. CyxOoXuibHble 1 nepuocTasnbHble pednekcbl s=d,
cpepHen XmnBocTu. MbllleyHasa cuna B KOHEYHOCTAX CHU-
XeHa anddysHo. MNHIMN BbinonHAETCA ¢ AUCMETPUEN C ABYX
CcTOpoH. B no3e Pomb6epra He npoBepsAnaco.

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N° 2 gpespasnb 2026 2.
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MpoBepeHbl JononHUTeNbHble o6cnefoBaHMA C Mo-
MOLLbI0 S1a6OPATOPHBIX U UHCTPYMEHTaNbHbIX METOLOB,
Bpayen-cneynanmcToB. B oblem aHannse KpoBW BblsiB-
NEeHO He3HauuTesrlbHOe MOHMKEHWE YPOBHA remornoburHa
no 114 r/n; B 06Lem aHannse Moy, 6UOXMMNYECKOM aHa-
nn3e KpOoBK, KOoarynorpaMmmenatosiormyecknx M3MeHeHuNn
He O6Hapy»KeHo; Ha 3nekTpokapanorpamme (KN — npu-
3HaKK runepTpodun NeBoro xenygouka, andoysHolie guc-
Tpoduryeckne n3meHeHUA MMOKapAa.

MPT ronosHoro mo3ra ot 29.01.25r.: JlaHHbIX 32 06bem-
HOe HOBOOOpa3oBaHMe rOJIOBHOTO MO3ra WM OCTPYIO Lie-
pebpo-BacKyNAPHYO NaToONOrMi0 Ha MOMEHT UCCNef0BaHMNA
He nonydyeHo. MP-npu3Hakun LepebpanbHON MUKPOAHTU-
onaTMn C HefJoOCTaTOYHOCTbI KPOBOOOpalleHVA B BepTe-
6po-6a3mnapHoM bacceliHe, aTPoPUUECKNX N3MEHEHWNI 2CT.
BELUEeCTBA MPEVMYLLECTBEHHO JIOOHbIX, TEMEHHbIX AONel
N MO3XeuKa, 3aMeCcTUTENbHON HapyXXHOWN rugpouedanuu.
«Myctoe» Typeukoe cepno. MPT NOACHWYHO-KPECTLOBOro
oTfena No3BOHOYHMKA ¢ Muenorpaduren ot 29.01.25r.: MP-
NPU3HaKkn [ereHepaTVBHO-ANCTPODONYECKNX U3MEHEHWUI
NOACHUYHO-KPEeCTLOBOro OTAesnla MO3BOHOYHMKA B Buae
OCTEOXOHAPO03a, LMPKYNAPHbIX NMPOTPY3UIN MEXNO3BOHKO-
BbIX AnckoB L3-L3, L3-L4, L4-L5, unpkynapHo-dopameHanb-
HOW IeBOCTOPOHHEN NPOTPY3MM MEXNO3BOHKOBOIO AMCKA
L5-S1, nHtpakopnopanbHbix rpbix LWmopna L1-L3 no3BoH-
KOB, COHAWNE3a, CNoHAMNoapTpo3a. [ceBgoaHTenncres L3
No3BOHKa. [emaHrnoma B Tene L4 no3soHKa. CKonmos nosc-
HUYHOrO OTAeNa NO3BOHOYHMKA 1CT. YMEPEHHO BblpaxeH-
Hble aTpodrUecKmne N3IMEHEHUA N OTEK MbILLILL, BbIMPAMIIAKO-
LMX MO3BOHOYHUK. [JnarHo3 opTanbmornora ot 02.02.2025r.:
OU — AHrunonatua cetyatkn. OCnoXxHeHHas KaTapakTa. dn-
arHos Kapguorsnora ot 02.02.25r.: funepToHnyeckas 6onesHb
3 ctagun, 3 cTeneHu, cteneHb pucka 4. SMI ot 04.02.25r.:
Mpu3HaKkn ymepeHHO BbIpa)KeHHOro HapylleHWA HepBHO-
MbILIEYHOW Mnepefayn NOCTCMHANTUYECKOrO (MuacTeHuye-
CKOro) Tuna c npeobnagaHmem B 6ynbbapHON rpynne mbiLuLy
1 NPOKCMMAsIbHbIX MbILLL, BEPXHEN KOHeYHoCTen. AHTUTena
K aHTUXxonmHacTepase ot 07.02.25r: 11,17 Hmonb/n. KT rpya-
Horo otgena ot 06.02.25r.: KT gaHHbIX 3a Hanuumne UHGuIb-
TPATMBHbIX N3MEHEHNI [OCTOBEPHO He BbIABNEHO. B cBA3Nn
C NonyyeHHbIMK MUOrpadpryeckuMm faHHbIMK NpoBefeHa
KT opraHoB rpygHOW KneTKu, He BbIABUBLUAA NaTONOrmnn
opraHoB cpegocTeHus. K neuennto ¢ 10.02.2025 6bin1 fo-
6aBneH MNpo3epunH NoAKoXHO, 12.02.2025 npenapat Obin 3a-
MEHEH Ha TabneTKn NMPUAOCTUTMIHA 6pomuga (KanumunHa)

no 30 mr 3 pa3a B feHb. Ha doHe neveHus ymeHbluMnacb
Bblpa)eHHOCTb aucdaruu, Ho *anobbl Ha Neprogmnyeckoe
[BOEHMe K Beuepy 1 An3apTpusA COXpaHANUCh. NaumeHTKa
6bina BbinucaHa 15.02.2025 ¢ pekomeHgaLmert HeBposiora.

3aKkAlo4eHne

MpencTaBneHHbIN cnyyalh AEMOHCTPUPYET  KINHWYe-
CKYI0 reTepOoreHHOCTb MUACTEHMUN TPABUC N OCOBEHHOCTU
TeueHWA 3Toro 3abonesaHuA B mMo3gHem Bo3pacTe. Y na-
LUMEHTKN 75 NeT C OTArOWEeHHbIM COCYAUCTbIM aHaMHEe30M
(runepTtpodus nesoro xenygouka Ha JKI, atepocknepo3s
6paxumoLedanbHbIx apTepuin Mo AaHHbIM YNbTPa3BYKOBO-
ro AYMnaeKCHOro CKaHWPOBaHWA, NaKyHapHble VM3MeHeHUs
Ha KT ronoBHOro mo3ra) octpo pa3Buica 6ynbbapHbIf CUH-
OPOM, UTO ObINO pacLeHeHO Kak MLWeMUYECKUn WUHCYNbT
B BepTebpanbHo-6a3unapHoin cucteme. OTCyTCTBUE Npw-
3HaKOB aNbTePHUPYIOWEro CUHAPOMA, MpUcoeanHeHne
[ABOEHMA, «<MepLaHMe» CMMNTOMOB B TeUeHMe CyTOK, aHaM-
HecTMyeckoe yKasaHue Ha paHee ObIBWIWI 3MX30[ FN1a3of-
BUraTeslbHbIX HapylweHWn (TakXKe TPaKTOBaHHbIA KaK WH-
CynbT) NO3BOMWAN 3aMOA03PUTL MUACTEHMIO. [JnarHo3 6bin
nogteepaeH gaHHbiMy SHMI 1 npo3eprHoOBON Npoboii.
OcobeHHoCTbIO Cnyyas AaBnaeTcA npeobnagaHue 6ynbbap-
HbIX HapYLLUEHWI B BUAE TAXKenon ancdarnmn, HegocTaToyHas
YYBCTBUTENIbHOCTb K @aHTUXONIMHICTEPA3HbIM Mpenapartam,
HeobXxoAMMOCTb NpueMa UMMYHOCYMNPECCOPOB B BbICOKON
[03e, a TakXKe JeKoMneHcauus 3aboneBaHns ¢ pa3Butuem
KPV130B 1 Hannyme conyTCTBYyOLWeN ayTOMMMYHHO NaToso-
rum (NncopuaTmyeckoro apTpuTa). B nntepatype numeetca uH-
dopmauuma, 4To NpY HanMuKK y 60NbHBIX MUacTeHUeN paga
0CODOeHHOCTEN, TakMX Kak MpeuMylyecTBeHHasa cnabocTb
6ynbbapHO MyCKynaTypbl M HW3KaA YyBCTBUTENIbHOCTb
K MpO3epuHy, OCTUYb NOTHOM KOMMNEHCALMMN COCTOAHNA Ya-
CTO He ypaetca. [prBefeHHbIi HaMK CiyJyalt 3aboneBaHuA
nmeHHo Takomn [12]. NMogo6bHble 0COBEHHOCTH, NO AaHHbIM
nuTepaTypbl, CBONCTBEHHbI MIMEHHO MUACTEHUUN B MO3HEM
BO3pacTe: OMUHMpPOBaHKe OynbbapHbIX HAPYLLUEHWIA, NPO-
rpeccupyollee Taxenoe TeyeHne, HefocTaTouHan spdek-
TUBHOCTb Tepanuu [13]. B 3aknioueHre cnegyet oTMETUTb,
YTO NoJo6HbIE OCOGEHHOCTU TEYEHWA MUACTEHUUN TPABUC
YacTo NPUBOAAT NaLMEHTOB B OTAENEHUNA COCYAUNCTON He-
BPONIOTMM C AMArHO30M «UHCYNbT B BepTebpasnibHO-6a3u-
NAPHON CUCTeMey, rae Bpayam cyieflyeT UMeTb HaCTOPOXKeH-
HOCTb B OTHOLUEHWW MUACTEHNN.
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