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PE3IOME

MunacTteHus — 3To ayToMMyHHOe 3aboneBaHune, CBi3aHHOE C HapylleHWeM HEepPBHO-MbILLEYHON nepepayn Ha NOCTCUHANTUYECKOM YpPOBHE
B pe3ynbTate ayroarpecun c o6pasoBaHMemM aHTuTen, NPUBOAALLLE K CNaBoCTU CKENEeTHbIX MblLL, 1 CUMNTOMaM NaToONOTMMYCKOW MblLLEYHOM
yToMieMOoCTU. PasHooGpasne KAMHUYeCKUX NPOSBIEHUA MOXeT MPOBOANUTL K HEBEPHOMY AMArHO3Y WU CNYXUTb NPEensTCTBUEM AN CBOEBpe-
MEHHOW ero noctaHoBkn. Mbl NpejcTaBnsem KAMHu4Yeckuii cnyvali sa6onesaHus y naymeHTa 61 roga c ge6otom B Buge gusaptpum un cnabo-
CTU XeBaTtenbHO MycKynatypbl. JarHoCTky Ha ambynaTtopHOM 3aTtane 3aTpyAaHAAM 3NMAEMUONOTMYecKnii aHaMHes U KpaTKOBPEeMEHHOCTb
CMMMNTOMOB, BO3HUKABLUMX TONbKO NOC/Ne npuemMa nuLn n gnamuxcs He 6onee 20-30 MUHYT, B CBA3M C Y€M NpPOBE/EHMNE NPO3epPUHOBOI NPOGLI
SBMNOCb He LenecoobpasHbiM. B kayecTse anbTepHaTtuBbl Gbi1 MCNOMb30BAH XON040BOM TeCT. B gansHeliwem agnarHos 6bin NOATBEPXKAEH Nna-
60paTtopHO, BbifBEH NOBbILLEHHbII yPOBEHb aHTUTEN K aL,eTUIXONNHOBLIM pelenTopam. Bcé BhillenepeuncneHHoe oGycnasnnsaeTt BaXHOCTb
MHpOpMUpPOBaHMS Bpayeil 0 pasHoo6pasny KIMHUYECKMX NPOSBNEHNA MUACTEHUN U BOSMOXHbIX MeTofax ee ANarHoCTUKN.

K/TKOYEBBIE C/TOBA: MuacTeHus rpasnc, anektpomuorpadous, aHMr, xonogosas npoba, feKkpeMeHT-TecT.

PNHAHCUPOBAHUE PABEOTHI. NccneposaHne nposefeHo 6e3 CNOHCOPCKOW NoALepPKKN.

KOH®NUKT UHTEPECOB. ABTOPbLI fleKNapupyroT OTCYTCTBME ABHbIX Y MOTEHLMaNbHbBIX KOHCADIMKTOB MHTEPECOB, CBA3AHHbIX C Ny6AnKaunen fgaHHomn
cratbm.
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SUMMARY

Myasthenia gravis is an autoimmune disease, the clinical manifestations of which are in the form of weakness and pathological muscle fatigue.
We present the clinical case of a patient with predominantly lingual muscle involvement. The patient was diagnosed with a generalized 2A-2B
form of myasthenia gravis. Dysarthria and weakness of the masticatory muscles were observed at the onset of the disease. The diagnosis was
established 1.5 months after the appearance of the first complaints. Diagnosis at the outpatient stage was hampered by the epidemiological
history and the short duration of symptoms that occurred only after eating. All of the above determines the importance of clinician's alertness
about the possibility of this disease manifesting itself in such a ratherspecific and rare group of symptoms.
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BeeneHue. MMacTeHNs — Knaccuyeckoe ayTOMMYHHOe
3aboneBaHne, KNMHUYECKMNE NPOSBNEHNS KOTOPOro B BUAE
€cN1aboCTN 1 NaToNOrMYEeCKON MblLLIEYHOR YTOMNSEMOCTUN 06Y-
CNOB/EHbI SBIEHUAMMW ayToarpeccumn ¢ 06pa3oBaHNeM aHTUTEN,
HanpaBfeHHbIX K Pa3IMYHbIM aHTUTEHHbIM MULLIEHUSIM Nepude-
puyeckoro HelipomoToHoro annapata [1]. B nocnegHue rogpi
BO BCEM MUPE OTMEYeH POCT Yyncna 60bHbIX MUACTEHNEN, UTO
CBSI3aHO C 06U MM HapacTaHWeM KonuM4yecTBa ayTOMMMYHHOI
naTonorumn, yBennyeHnem npoaoXUTeNbHOCTH XN3HN 60Nb-
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HbIX MUACTEHUEN, a TaKXe YNyUylleHneM ANarHoCTUKMN 3TOro
3aboneBaHuns. NMokasaTenu pacnpocTpaHEHHOCTU MUacTEHUNU
B MWUpE BapbMpylT, N0 AaHHbIM pa3HblX aBTOPOB, B BECbMa
wunpokux npegenax — ot 2,17 go 32,0 Ha 100 TbIC. Hacene-
HUSA. COOTHOLWEHNE MYXUYUH U XEHLWMWUH cpean 3aboneBLnx
cocTaBnset 1:3. Y nauueHTOB C MO34HWUM Hayanom 60M1e3Hn
(B BO3pacTe cTapuwe 60 neT), 6€3 TUMOMbI 3HAYMTENLHO Yalle
nopaxatoTtcs 6ynbbapHas u XesatenbHaa MyckynaTypa (80%),
MblLWLbI Wen (65%) n genbToBMaHas Mbiwua (75% cnydaes) [2].
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KnaccnuumpyroT MUacTeHMIO N0 BbIPaXXEHHOCTM NaTo-
NOTMYecKoro npotecca, CKOpoCTU ero NporpeccupoBaHuns,
pacnpoCcTpaHeHWI0 MblLLIEYHOR cnabocTun, BO3pacTy Havana 3a-
60neBaHusA. CyLlecTBYeT psf, Knaccumkaumii, paspaboTaHHbIX
0TEeYeCTBEHHbIMM 1 3apyBeXKHbIMUY aBTopamMu. O6LLENPUHATON
cumTaeTcs Knaccuukauus, npegnoxerHHas K. E. OccepmaHomM,
yTBepXaeHHas B 1959 r B JToc-AHKefece Kak MeXayHapos-
Has. Takxxe npefj/araeTca OLeHNBaTb TXKECTb KINMHUYECKUX
NposBAEHNI MUACTEHUN MO NATUGaNNbHON wkane MGFA
(Barohn R. J., 1996), cyuieCTBeHHbIM A4OCTOMHCTBOM KOTOPOIiA
ABNSIETCA BO3MOXHOCTb aHaNn3a BbIPaXXEHHOCTU [BUraTeslb-
HbIX PACCTPOWCTB C OLEHKOI NPerMyLLEeCTBEHHOCTU U CTENEHN
BOB/IEYEHUS B NATONOMMYECKUIA MPOLECC IKCTPAOKYNSAPHOM,
6ynb6apHOI 1 TYNOBULLHONM MyCKynaTypbl. [pwn nerkoi ctene-
HY NOPaXXEHUA MbILLL, HAPYLLUEHWNSA UX (YHKLMW BbIABASIOTCS
TOMbKO MPW MHOTOKPATHbIX NOBTOPHbIX ABWXEHUAX UKW NpY
LNINTENIbHOM CTaTUYECKOM HanpsXXeHWW OTAeNbHbIX MblLley-
HbIX rpynn. Han6onbLluyo CNOXHOCTb NPeAcTaBnseT OLueHKa
€nabocTn MUMUYECKON MYCKYNaTypbl U HapyLLEHWI peyun,
KOTOpble BO MHOIOM 3aBUCAT OT Cy6bEKTUBHOI0 BOCNPUATUSA
1 onblTa Bpaya, NPOBOAsLLEro 0OCMOTP nauueHTa [3].

KnuHnuyeckas kapTmHa MMacTeHUM MOXET UMUTUPOBATb
pa3nnyHble HEBPOSIOTMYECKUE PacCTPoCTBa, Hanpumep, 60-
KOBOI amuoTpogunyecknii cknepos (BAC) nam Mmonatuio, 4To
NPUBOAUT K 3aJepXKe B NOCTAHOBKE AMarHo3a u CBOEBPeMeH-
HOM nedyeHun [4, 5, 6, 7].

OCHOBHbIM MapakIMHUYECKUM MeTOA0M AUArHOCTUKM SAB-
nsetcs naboparopHas — onpejeneHune YpoBHA aHTUTEN K ale-
TUIXONIMHOBOMY PELLENTOPY U MbILLIEYHO-CNELMPUYECKOR TH-
po3uHKUHa3e (aHTU-MuSK, ot. aHrn. muscle-specific tyrosine
kinase) [8, 9]. OgHako, B Poccuiickoli deaepaumm 13-3a BbICO-
KO CTOMMOCTY U OTCYTCTBUA 3TOr0 UCCNeA0BaHNs B Tapude
0643aTe/1IbHOr0 MeAMLMHCKOr0 CTPaX0BaHWS Yallie NPUMEHSIIOT
Helipoun3nonormyeckue TecTbl, KOTOPble MOTYT BKIOYATb
B cebs uccnefosaHue 6a30Bol aMNANTYLbl MOTOPHbLIX OTBETOB
(M-0TBeTOB), NPOBELEHME AEKPEMEHT-TECTA, a TakXKe 3NeKTpo-
MUOrpaguio OAMHOYHOIO MbILLIEYHOTO BOMOKHA (mxmTTep) [10].
Kpowme 3Toro, cyLLecTByeT cepo-HeraTMsHas (hopma MuacTeHuH,
Npu KOTOPOM NNLLIb HEMPO(HU3NONOrNYecKoe UccnefoBaHme
MO3BONSIET BEPHO YCTaHOBUTb AMArHO3.

[LekpemeHT-TecT npeAcTaBnseT coO60M PUTMUYECKYIO CTU-
MYNsLMI0 HepBa € YacToToi 2-4 Iy, (vawe 3 'y) n perncTpa-
umnein 5 (10) nocnegoBaTenbHO BO3HUKaOLWMX M-0TBETOB.
B 3aBMCMMOCTW OT KNUHNYECKOW KapTUHbI 3a60neBaHus
permcTpaumns MoXeT ObiTb NPOBOAUTLCA C KPYTrOBOW MblLU-
Libl F1a3a, HOCOBOI, ABY6PIOLLIHON, TpaneyMeBnaHom n/nnm
[LenbTOBUAHOW MblwwL,. Mof AeKpeMEHTOM NOHMMaeTCA na-
feHve amnantyfbl M-0TBeTa OT NEPBOro CTUMY/a K NATOMY,
BbIPaXEHHOI0 B NPOLEHTaX. Y 340p0BbIX CYOBEKTOB BEMUMHA
fLeKkpemeHTa He npesblwaeT 10%. BONbWWHCTBO NauuneH-
TOB C MUAacCTeHUEN UMEIT MPenMyLLEeCTBEHHO rasHble Uu
6ynb6apHble CUMNTOMbI C MUHUMA/bHOW CNaboCcTbio KOHeu-
HocTell unu 6e3 Hee YyBCTBUTENbHOCTb AEKPEMEHT-TECTA
y HUX cocTaBnseT 17-50% [11]. B peTpocneKkTMBHOM ucche-
[oBaHuK Jariya Boonhong c c0aBT. Takxe 6bls10 yCTaHOB/IEHO,
YTO MCNONb30BaHWME OLLEHKM AeKPeMeHTa Kak no amnanTyae,
TakK 1 No naowaau, AaeT AONOMHUTENbHbIE ANarHOCTUYECKME
pe3ynbTaTbl B 13% cnyuvaes [12].
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Cnyyai u3 npakTuKu

MauveHT A., 61 roga, NeHcMoHep, NOCTYNWUA B HEBPOJIOT U-
Yyeckoe OTAe/eHUe ¢ Xanobamy Ha HapyLLeHWe peyu no Tuny
«Kalln BO pTy», LLEeNensBoCTb, CNaboCTb XeBaTe/lbHON MYCKY-
Natypbl, a TaKXKe OHEMeHMe KOHYMKaA A3blKa 1 BepXHeli rybbl
cpasy nocne npuéma nuwn, anawmecs 20-30 MUH U Kynupy-
toLLMecs caMonpon3BOSIbHO.

AHaMHe3 3ab0neBaHusa: 0KOJMIO TPex Hefenb A0 nosBfe-
HMA XKanob nepeHec BUPYCHYIO MH(EKLMIO, MPOTEKABLUYIO
¢ numdoageHonaTuneir. Ha oHe yBenMYeHHNSA NMMQOoy3oB
nauMeHT 0TMeYan, YTo CTan «LenensBuTb», NosBUIACL Cna-
60CTb XXeBaTe/IbHOM MyCKyNnaTypbl BO BPeMS efibl M TPYAHOCTM
C nepemelLLeHeM NULLIEBOTO KOMKa BO PTY, a TakXXe OHEMeHWe
KOHYMKa A3blKa U BepXHeii ry6bl cpasy nocse npuéma nuLiu
(B 6o/bLIEN CTEMeHN ropayeit). FnoTaHne n hoHaLKUA He Ha-
pywanuce. Habnwogancs B NOANKAMHUKE NO MECTY XUTeNb-
CTBa, NPUHUMa BUTAMWUHbI Fpynnbl B, MyHHOMOAYNATOPSI,
nonockaHue ropna 6e3 ahekra. bbin rocnUTanM3nposaH
B CTaLMOHap C HanpasuTeNbHbIM AuarHo3om: «HenponaTtus
noAbA3bIYHOro Hepea? CuHapom BAC?».

ConyTcTBylowue 3abonesaHns: ATepockiepoTuyeckas
60ne3Hb cepaua. ATepocKIepoTUYECKMA Kapamockiepos. HK 0.
mnepToHMyeckas 60ne3Hb 2 CT, puck 2. [lopconaTus.

MepeHeceHHble onepaLnu: BapyKoLene Cnesa, anneHaakK-
TOMUS.

Pe3ynbTaThbl uccneioBaHuii, BbIMOMHEHHbIX HA LOr0-
CNUTanbHOM 3Tane:

B 06LeKIMHNYECKMX aHann3ax KpoBu 1 Mo4un, 6UOXUMU-
YECKOM aHanmse KpoBu (B T.4. YPOBEHb KPeaTUH(OCHOKMHa3bI
(K®K)) naTonornyecknx N3MeHeHNin He BbISIBNEHO.

MPT ronoBHOro mosra; BbisiBfieHbl MPU3HAKN YMEPEHHOM
MuKpoaHruonatum (Fazekas 2).

MPT weinHOro otaena Nno3BOHOYHMKA: MP-KapTuHa
[ereHepaTUBHO-AUCTPOPUYECKMX U3MEHEHWIA LLIEHOMO 0TAeNa
MO3BOHOYHMKA, CNOHAMN0APTPO3a. MpoTpy3nsa MeXXNO3BOH-
KOBOro Aucka Ha yposHe C6-C7, 6e3 Npu3HaKoB HeBPabHOW
KOMMpecum.

Y3W numatryecknx y3nos: npu nccnefoBaHumn nog-
N HAAKMOUNYHbIX, APEMHBIX, WEAHbLIX MM(ATUYeCKMX Y3/10B
[aHHbIX 33 yBe/IMYEHNe 1 NaToNOrMYecKme N3MeHeHMS He Mo-
NyyeHo. B noguentocTHbIX 30HaxX 1 061acTW Yr10B HUXHEN
YeNCcTy onpeaensTca NMMMgaTuyeckue ysbl pasMepomM
[0 12 x 6 mm (Hopma go 15 mm). Mepudepnyeckas 30Ha y3nos
CpefiHel 3XOreHHOCTU, LeHTpasbHaa 30Ha rMnepaxoreHHa
3a CYeT CKIepOoTUYECKUX U3MEHEHUI (CTapble mocTBoCna-
NnTeNbHbIe N3MeHeHUs). MpU3HaKoB runepBackynapmsaLnm
NNMOATUYECKMX Y3/10B HE OTMEYEHO.

330(haroracTpoLyoAeHOCKONUS: XPOHUYECKNIA (apUHTAT.
Pedntokc azoarnt. HeocTaTOUHOCTb Kapauu.

OTonapuHronor: XpoHU4ecknin hapuHruT.

B HeBpoOnoOrmMyeckoM cTaTyce: B CO3HaHUW, KOHTaKTeH,
OpueHTMpPOoBaH. MeHUHreanbHOro CMHAPOMA HeT. 3payku pas-
Hble, (DOTOpPeaKLusa XuBas, ABVKEHNUS rNasHbIX 96/10K B NoA-
HOM 06bemMe, HUCTarma HeT. TOYKM BbIXO4a TPONHUYHOIO
HepBa 6e36011e3HeHHbI. CnabocTb MMMNYECKOW MYCKynaTypbl,
NPenMyLLeCTBEHHO KPYroBOM MbILLLbI /1833, XXeBaTe/lbHbIX
MbliWwL 4 6anna no wkane MRC, HesHauuTenbHas feBmauns
A3blKa BNEBO, /IErKWin TpeMop A3bika. Ha MOMeEHT ocMoTpa
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[13apTpum, Aucgarnm He BbiBNEHO. [NI0TOUHLIA pednekc
coxpaHeH. MoBepxHOCTHasa (60neBasi) YyBCTBUTENbHOCTb
[OCTOBEPHO He HapylleHa. MblleYHbli TOHYC B KOHEYHO-
CTAX He U3MeHeH. MbllleyHas cuna B KOHeYHocTsAxX 5 6an-
nos no wkane MRC. MblweyHbIx aTpotmii, Gacumkynaymin

HeT. CyXOXWNbHbIE petieKchbl XNBble, 6e3 aCUMMETPUN.

MaTonornyeckmx CTOMHbIX 3HAKOB HeT. KoopAuHaTOpHbIe

npo6bl BbIMOMHAET Y0BNETBOPUTENLHO. B no3e Pombepra

ycToinumB. MNMoxoaka He n3meHeHa. HapyLweHuin gyHKumii Ta-
30BbIX OpPraHOB HeT.

B cTaumoHape ¢ Lefibio AUarHOCTUKW HeliponaTi nogb-
A3bIYHOM0 HepBa BbIMOJIHEHA CTUMYIALUOHHASA 31EKTPO-
Heipomuorpagua (AHMI) ans NckKNYeHNs HeBponaTun
noAbA3LIYHOTO HepBa. ccnefoBaHmne NpoBOAUAN Ha Npr6o-
pe «Helipo-MBIM-8» (HeipocodT, I. MiBaHOBO, Poccuiickas
depgepaymsa) no metogy, npeanoxeHHomy Redmond n Di
Benedetto B 1988 roay [13] un mogndmuymposaHHoMy Sindhu
Ramchandren ¢ coaBT. [14]. Pernctpaymsa MOTOPHbIX OTBe-
TOB NMPOBOAM/IACH NPV MOMOLLM YalleYKOBbIX 3/1EKTPOAOB,
(hMKCMPOBaHHbIX NielikonnacTelpem Ha wnatene (puc. 1A),
CTUMYNIATOP YCTaHABAMBA/CS B 06/1aCTU Yria HUXHEN Ye-
ntoctu (puc. 1B). Mo pesynbTataMm CTUMYNALNOHHOK SHMI
amnnuTyga M-o0TBeTa He CHVKeHa, CUMMETPUYHA, NaTeHT-
HOCTb He yBenun4eHa (puc. 2).

C Lenblo BbISBEHWS HEPOreHHbIX U3MEHEHWI 1 nMomcKa
MPU3HAKOB TeKYLLEro JeHepBaLOHHOro npouecca, Xapak-
TEPHbIX A4/19 60KOBOro aMMOTPO(MUECKOr0 CKNeposa, Obian
“ccnefoBaHbl MbILLLBI, UIHHEPBYPYEMbIE KayabHOWM rpynmnoi
yepenHbIX HEPBOB, N MUOTOMbI KOHEYHOCTEN.

MronbyaTas anekTpomumorpagus (3MIN): KOHUEHTpK-
YECKMUM WUro/bYaTbiM 31EKTPOAOM TECTUPOBAHLI CNeayoLLne
MbILLLI:

1 TpaneuneBugHas mblwya (406aBoYHbIA Heps, C3-C4):
napametpbl NMAE “3MeHeHbl N0 MUOTEHHOMY TWUMY: CHU-
XeHa cpefHas AANTeNbHOCTL U aMNMTYAa, CMIOHTaHHOM
aKTUBHOCTY HET.

2. Mblwua A3bika (NoAbA3bIYHbIN HepB) (puc. 3); — B CBA3M
C TPYAHOCTBIO paccnabneHus a3blka 1ccneoBaHue NpoBo-
AUNoch ABYMS fOCTYNaMu — WHTpaopaibHbIM U CyOMaH-
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AN6YNAPHBIM: 1 B TOM U IPYTOM Clyyae perucTpupoBaiach
CMOHTAHHAs aKTUBHOCTb, MPeACTaBNeHHas efUHUYHbIMU
MAE, a Tak)Xe KOPOTKUMK paspsagaMu no Tmny MMOTOHU-

YecKux, 60nblMHCTBO MAE M3MeHeHbl N0 MUOrEHHOMY

TUMY: CHUXKEHA CPeAHASA ANNTeNbHOCTL M amnantygalNiE
3. XeBatenbHas 1 No460poA0UHas MbllLbl: NapameTpbl MAE

N3MEHEHbI M0 MUOTEHHOMY TUMY: CHWXKEHa CPeaHAs 4u-

TeNbHOCTb M aMnanTyaa MAE, cCnOHTaHHON aKTUBHOCTU HeT.
4. [enbToBMaHas mbiwua (NogMblWeYHblin Hep, C5-C6):

napameTpbl MAE B HOpMe, CMOHTAHHOW aKTUBHOCTM HET.

Takum 06pa3om, B 60/1bLUNHCTBE UCCNEA0BAHHBIX MbILLL
Habntoganca «MUOTEHHbIN NaTTepH»: 3aperncTpupoBaHbI
MAE co CHWXeHHOW aMnAnTY0N 1 AUTENbHOCTLIO, Xapak-
TepHbIe 415 NMEePBUYHO-MbILLEYHOT0 YPOBHSA MOPAXEHUS, YTO
MPOTMBOPEYN/IO HAMpPaBUTE/IbHOMY AMarHosy.

Mpr3HaK1 NaTonornyeckKol MblleYHON YTOMASEMOCTH
B BMJEe HapacTaHus cnaboCcTy XeBaTeNlbHOW 1 MUMUYECKOW
MYCKY/aTypbl, & TaKXe MbILIL, A3blKa Mocne npuemMa nuiu,
(hNIOKTYyaumnsa CUMNTOMOB B TeYEHUE AHA, HOpMasibHas am-
nautyga M-oTBeTOB ¥ OTCYTCTBUE MPU3HAKOB HapyLLEeHUA
nposegeHuns npu SHMI, MMOreHHbIe NMOTEHLMANbI B UCC/Ie-
[OBaHHbIX MbILILAX YKa3blBav Ha BO3SMOXKHOE HapyLleHue
HepPBHO-MbILLEYHON Nepejayn.

BbInonHeHa puTMuyeckas CTUMynaums (4eKpemMeHT-TecT)
yactoTol 3 'y, cepua 5 CTUMYNOB, EKPEMEHT M0 amnanTye
B ABYOPIOLIHON 1 TpaneuneBnAHON MbllLLaX He MPeBbICUI
10% u coctaBun 5,7% un 7,7% COOTBETCTBEHHO, pe3y/bTar
TecTa 6blN pacLeHeH KakK OTpULAaTeNbHbIN.

B cBSi3n C HEOAHO3HAYHOCTbIO AaHHbIX AHMI 6bi1a Npo-
BefleHa X0/1040Bas Npo6a: B MOMEHT NOSABNEHUS MbILLIEYHOWA
€nabocTyn Ha XeBaTe/lbHble MbILLLbI U A3bIK NPUKIaAbIBINCH
Kyb6ukun nbaa. B pesynbtaTe yepes 1-2 MUHYTbI OTMeYancs
MOMHbIN perpecc CMMNTOMOB, YTO MO3BOANO PACLEHUTL pe-
3yNbTaTbl NPOObI KaK NONOXUTESNbHbIE.

Mpun komnbtoTepHoW ToMorpagum (KT) cpefocTeHmMs faH-
HbIX 332 TUMOMY He MoJsly4yeHo. B KpOBM BbISIB/IEHbI aHTUTENA
K aLeTunxonmHosomy peuentopy >20 Hmons/n (N <0.45).

Y nauueHTa AMarHocTupoBaHa reHepanvsosaHHasa 2A-2B
thopMa MracTeHuu ¢ feboTOM B BUAe AU3apTpum 1 cnaboctu

PucyHok 1 MeToguka nposefeHus CTUMYNALUOHHON 3anekTpoHelipoMuorpacoun NoabasbivHOrO Hepea: Perncrpauus MOTOPHbIX OTBETOB NPOBOAM-
nacbh Npy NOMOLLY YalleykoBbIX DNEKTPOA0B, OUKCUPOBAHHbIX NeiikonnacTbipemM Ha wnarene (puc. 1A), CTUMYNsTop ycTaHasnueasncs B o6nactu

yrna HwxkHei yentoctn (puc. 1B)

e-mail: medalfavit@mail.ru
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CPB mMoTopHas

Npo* [Touka Nar. Aun.v fnaut. ‘Mnow.. Ctum. '‘Oum. Paca. Bpems. Ckop,

6a [cTumynsaumm  uc mB Mc nBkmc MA Juc Mc [m/c

np.. Hypoolossus. Nud.n.hypoqlossi
i7 h 3.6 176 4.75 12.0 72 0.2
nee., Hypoglossus. Nud.n.hypoglossi

3.0 65 3.95 1121 In 10.2

PncyHoOK 2. laHHble CTUMYNALNOHHON dneKTpoHeipoMmuorpadum nogs-
A3bIYHOTO HEpPBa: CUMMETPUYHOCTb aMMAUTY/ibl U TATEHTHOCTM M-0TBETOB

XKeBaTe/lbHOWM MycKynatypbl. [uarHo3 6bia1 yCTaHOB/EH Yepes
1,5 mecsLa nocne nNosBNeHWs NepBbIX Xanob. danbHelilee
HabntofeHVe U neYeHne NauneHT NPOA0IKUA B cneunannsu-
pPOBaHHOM MUACTEHNYECKOM LieHTpe. [MarHocTuky Ha amby-
NaToOpPHOM 3Tarne 3aTpyAHSAN ANULEMUONOTNYECKUIA aHaMHE3
N KPaTKOBPEMEHHOCTb CUMNTOMOB, BO3HMKABLUWX TONbKO
nocne npuema nuLLu, u, cnefoBaTesibHO, OTCYTCTBUE KIUHU-
YeCcKOW KapTuHbI 3a60N1eBaHWS BO BPEMA OCMOTpa nauueHTa
HEBPO/IOroM B MOMIMK/IVHUKE.
O6cywpenne. [JNA NOCTAHOBKU
LnarHo3a «MuacTeHus» 0CHOBON AB-
NATCA aHaMHE3 U HeBPOIOTUYECKUIA
OCMOTP, B X0fje KOTOPOro BbIABASAKOTCS
CUMNTOMbI NATONOrMYECKOW MbILLIEYHO
YTOMASEMOCTU. B HalleM KIMHUYECKOM
npumepe cnabocTb MbILL, OTMeYanach
cpasy noc/fie UK y>ke BO Bpems npu-
eMa nuuiKn, Kak NnpaBuno Tenion nam
ropsyeii, Korga B paboTy BK/IOYAINUCh
XKeBaTe/lbHble MbILLLbI Y MbILLULbI A3bIKA.
TecTbl, ncnonb3yemble A1 nocTa-
HOBKM AMarHosa, BK/IYaloT B cebs npo-
3epUHOBYIO MPoBY, 3NeKTPor3nN0Ooru-
yeckue uccnefoBaHUa 1 NnabopaTopHyto
[MarHoCTUKY YpOoBHA ayToaHTuTen [15].
Pe3ynbTaTbl leKpeMeHT-TecTa 6bln
pacueHeHbl Kak 0TpuLuaTenbHble, 0gHa-
KO HE0O6XOMMO YUYUTbIBATb, YTO peru-
cTpaLms NpoBoauNach ¢ ABy6PIOLLHON
M TpaneymeBnAHON Mbiwl,. B pegknx
cnyyasx y naumeHToB ¢ 6ynbbapHbIMM
(MMHrBanbHbIMK) HapyLLeHUAMK aekpe-
MEHT y[aeTcs BbISBUTb TO/IbKO HENo-
CpeACTBEHHO B CaMOM MblLlLe f3blKa
(puc. 5) [16, 17]. TexHWYECKM TECT Bbl-
MOMHAETCA TaKXKe, KakK 1 uccnefoBaHme

B KauecTBe [MarHOCTMYECKOrO TeCTa TakKXe paccmartpu-
Ba/1acb Npoba ¢ NPo3eprHOM, OJHAKO OHa He 6blfa NpoBeAeHa
B BUAY TOrO0, 4TO €& pe3y/bTaT oLeHMBaeTcs Yepe3 40 MUH,
K 3TOMY BPEMEHU CUMMTOMATUKA Yy NalueHTa perpeccmpyet
CaMOCTOSATE/IbHO M JOCTOBEPHO OLIEHUTL 3(W(heKT OT NpenapaTa
He NpesCcTaBMI0Ch Obl BO3MOXHbLIM. BMeCTO Npo3epuHOBOIA
6blna BbINo/HeHa XonogoBas npoba (Ice Pack Test) (puc. 4), no-
3BO/IAIOLLLAS OLIEHUTb Pe3yNbTarT yoKe Yepes 2 MUHYTbI. [laHHbIi
TecT Halle/l CBOe NPUMEHEHUE, B OCHOBHOM, B INarHOCTUKE
rnasHoli pOpMbl MUACTEHWUU, KOTAa NOC/e HANOXEHMWS NakeTa
CO /IbIOM Ha OMYCTUBLLEECS BEKO, Yepe3 2 MUH MTO3 Perpeccu-
pyeT 160 3HauMTeNbHO YMeHbLuaeTcs [18, 19]. Y nayumeHToB
¢ 6ynbbapHbLIMU CUMNTOMaMM TaKXKe MOXHO MCNO/b30BaTh
npoby ¢ neaaHbim HanuTtkoMm (Iced Drink Test) [20].

B npefCcTaBNeHHOM cflyyae B MOMEHT MOSIBAEHUS CUM-
MTOMOB NaUMeHTY GbINI0 MPeA0XEHO NPUKNaabIBaTh KyOUKHY
NbJa HEMOCPeACTBEHHO B 061aCTV MUMUYECKON, XKeBaTeNbHOM
MYCKynaTypsbl, A3blKa B TedeHne 1-2 MUH. Pe3ynbTaT Xx0n1o40-
BOr0 TecTa pacLeHeH Kak NONOXUTENbHbIA: fn3apTpus pe-
rpeccrvpoBana, 0TMEYEHO HapacTaHWe CUJbl B XXeBaTe/bHbIX
¥ MAMUYECKUX MbILLLAX.

XonogoBoli TeCT 061a4aeT YyBCTBUTENLHOCTLIO U CMELU-
thnmyHocTblo oT 80-100% [18, 19]. OH siBNseTCA AewleBbIM, 6e3-
onacHbIM, 6bICTPbIM 1 MPOCTbIM B UCMIONHEHUW. VccnefoBaHUs
MOKa3anu, YTo yNyuLlieHNe HEPBHO-MbILLEYHO nepesayn npu
OX/IKAEHUN 06YCNOB/IEHO MEHbLLUEN aLeTUIXO0NNHICTEPa3HOM
aKTUBHOCTbIO MpY TeMnepaType Hike 28C, obecneunBaroLLeli
YBeNMYEHVEe KONMYECTBA MOJIEKY/T aLeTUIXOMHA 33 CHET CHU-
YKEHWS CKOPOCTKW ruaponusa [18].

PucyHok 3. Pesynbtatsl uronbyatoi muorpacpumn, nccnepoBaHne COGCTBEHHbIX MbILLIL, A3biKa.
A: CroHTaHHas akTMBHOCTbL — MNnpejcTasneHa eguHunyHbeiMmn MNAE n KopoTkMMmn paspsgamm no mny
MMWNOTOHNYECKUX; B: nsmeHeHne napametpos MNAE N0 MUOTE€HHOMY TUMY: CHKEHUE aMnanTyabl

N ANNTENbHOCTM — CPefHas amnautyga coctasuna 459 mMkB, cpegHsas gnutensHocTs 6,65 mc (cpea-

NpPoBeAeHUs N0 NOLbA3LIYHOMY HEpPBY
no metoguke Redmond n Di Benedetto.
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HAR gantenbHocTs MAE B MbiLLLe A3blka 340pO0BLIX Ntogein 60 net 8,3 mc no F. Buchtal).
B cBA3M C Nnoxoli NepeHOCUMOCTbLI0 NauMeHToM nccnegosanns HabpaHo meHee 20 MAE
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PucyHok 4. NMposegeHne x0no[080Mi NPoO6bI

MHoroo6pasue KAMHUYECKNX (HopM

Helipodomsnonorus

MUaCTEHNUN, HEPAaBHOMEPHOCTb U U36U-
paTenbHOCTb BOBNEYEHMS B NATONOIN-
YecKuii MPOLIECC PA3NINYHbIX MbILLIEYHBIX
rpynn TpebyroT OT uccnegoBatens npa-
BM/IbHOTO M TOYHOTO BbIGOPA MbILLILbI
[N NPOBeAEHNS TECTUPOBAHNS.

3aknio yeHue. BBM,U'y pa3H006pa3V|F|
CMMMTOMOB MWACTEHWUU TPaBUC U UX CO-
yeTaHusl, a TakKXKe 0COBEHHOCTEN TeueHus
3a60/1€BaHNS Y KaXA0ro KOHKPETHOro
60/MbHOrO, B pAfle CNy4YaeB AMarHocTu-
Ka M1acTeHu Bbl3blBaeT 3aTPyAHEHMWE
1 yBENMYEHNe CPOKOB NMOCTAHOBKM Ana-
rHo3a. MpoBefeHne Helipodr3nonormnye-
CKMX MeTOA0B 06C/efloBaHNS U APYIUX
[INarHOCTUYECKMX TECTOB I0/HKHO Haxo-
[INTbCSA B HePa3pbIBHOI CBS3U C KNMHUYe-
CKOW KapTUHOIA 3a60/1eBaHUSA, HATMYMEM
cnabocTn onpeaeneHHO rpynnbl MbILLL,

PuTmMuueckas ctumynaums (amnautyga: nuk-nuk)

N Bpema Yac- Kon- Al X . eup.

P! n lexpe- mnn - feup Jexp MNnow,.  Adeup. Jeup Crvm, Crim,
ce- CIUM.. TOTa, BO MEHT 6asbl. amnn. % amnn. % 6asbl. nnow. % nnoul.. % MC
pm c ry, CT. mB (1-5) (1-nocn.) mBxmc (1-5) (1-nocn.)

1 o000 30 5 11111 0919 352 35.2 31 38.2 38.2 29 0.2
2 0149 30 5 nwn 133 152 15,2 6,1 226 226 39 0.2
3 0321 30 5 minn 112 300 30.0 4,4 31,5 315 41 0.2

PucyHok 5. NMpumMep pesynbtatos NOMOXUTENBHOTO AEKPEMEHT-TECTa NPU PErncTpaumm C MbiLUL, s3bika.
NAO — npo6a ¢ nocTakTMBaLunoHHbIM obnerdeHnem, NAN — npoba ¢ NnocTakTnBaLMOHHbLIM UCTOLLIEHNEM

8. Fext 6. M., NaHuosa B.b., Cenn E. K. 3HauyeHne onpeaenexHuns ayroaHtuten kK aye-

Y KaXK[0ro KOHKPeTHOro nauueHTa. Bpaun qyHKLUMOHaNbHO

TUNXONIMHOBOMY PeLLenTopy B AUArHOCTMKE U NatoreHese MmuacteHun. Hespono-
rmyeckuii xxypHan. 2003;(1):25-37.

'D'VlarHOCTVlKl/l, Bbll'lO]'lHﬂlOLLl'l/le Ml/lorpaq)VlLIECKVle MCCﬂeAOBaHMﬂ, 9. Sussman J, Farrugia ME, Maddison P, Hill M, Leite MI, Hilton-Jones D. Myasthenia
v - gravis: Association of British Neurologists’ management guidelines. Pract Neurol.
[OMKHbI 6bITh 3HAKOMbI C K/IMHNYECKOW KAPTUHOM 1 BbICTPbIMM 2015;15(3):199-206. https://doi.org/10.1136/practneurol-2015-001126
C|'|0006aMI/I KNVH |/|L|eCK0|7| ,U'VlarHOCTVl KU HepBHO-M bILLEYHbIX 10. RousseffRT. Diagnosis ofMyasthenia Gravis. J Clin Med. 2021; 10(8): 1736. https://doi.
o 0org/10.3390/jcm10081736
60]163He|/|_ 11. Oh SJ, Eslami N, Nishirhira T, Sarala PK, Kuba T, Elmore RS, Sunwoo IN, Ro YI.
Electrophysiological and clinical correlation in myasthenia gravis. Ann Neurol.
1982;12(4):348-354. https://doi.org/10.1002/ana.410120406
Cnucok nutepatypbl/References 12.  BoonhongJ. Comparison of Amplitude and Area Decrementin Repetitive Nerve
Stimulation. J Med Assoc Thai. 2009;92(1):96-100. PMID: 19260249
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