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Pesome

Bnepgvie npedcmagneno xaunuveckoe nadmooenue nayuenmku ¢ MuSK-muacmenueil epaguc, covemaioujeticsa co
cmeonosvim sHyegarumom bukepcmapgha + papunzo-yepsuro-opaxuanvrvim éapuarnmom cunopoma I utiena-bappe.
Ommeuenvl panee He ONUCAHHbBIE U PEOKUe CUMNIMOMbL IPU CME0L080M dHyedarume Bukepcmapga — nanunoncus,
aniecmesust, COCMOAHUA Oepearusayuu U 0enepcoHanu3ayuy, npu Papuneo-yepsuKo-opaxuaibHom apuanme CuH-
opoma utiena-bappe — nopasicenue cmpykmyp nepugpepuueckozo yuacmka 3pumeibHo20 nymu u nepughepuiecko-
20 omoena agmoHOMHOU HepeHoU cucmembl. TIposgnenuamu cmeonosozo suyearuma bukepcmaghpa ovina vipa-
JHCEHHAS COHAUBOCTNG, NUPAMUOHAS U MO3HCEUKOBASL CUMNIMOMAMUKA, NCUXUYECKUe OMKIOHEHUSA, e20 0COOEHHOCHbIO
SABUNLOCHL PA3UMUE NOCIe NePEeHEeCeHHOU KOPOHABUPYCHOU UHDEeKyuu u pemummupyloujee meyenue 3a00/1e6aHusl.
Juaznos ¢apuneo-yepsuxo-bpaxuanvrozo eapuanma cunopoma Iuiiena-bappe 6aszuposancs na pecucmpayuu 2u-
nopegpnexcuu, pe3yiomamax 31eKmpoHeupoOMUopaduu, nogvlueHul yposHs DenKa 8 1UKeope, 80611e4eHls 8 NPoyecc
nepugepuueckux omoenos 3pUmeibHo20 Hepea U 6e2emAamueHOl HePEHOU CUCEMbL.

KnrwoueBsie cinoBa: crBojoBoi dHNEehanmuT bukepcradda, GapuHro-1iepBuKko-OpaxuaabHbI BapUaHT CHHIPO-
Ma I'mifena-bappe, mmactenus rpasuc, accoruupoBanHas ¢ MuSK-anTutemamu, mepe-
KpeCTHBIH cuHApoM (overlap syndrome)
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Abstract

This is the first clinical report of a patient with MuSK-myasthenia gravis combined with Bickerstaff’s brainstem
encephalitis and a pharyngo-cervico-brachial variant of Guillain-Barré syndrome. There were observed previously
unreported and rare symptoms in Bickerstaff’s brainstem encephalitis: palinopsia, allesthesia, derealization, and
depersonalization states; in the pharyngo-cervico-brachial variant of Guillain-Barré syndrome, there was involve-
ment of peripheral structures of the visual pathway and the peripheral autonomic nervous system. Manifestations
of Bickerstaff’s brainstem encephalitis included pronounced somnolence, pyramidal and cerebellar symptoms, and
psychiatric disturbances; a notable feature was its development following a coronavirus infection and a relapsing
course. The diagnosis of the pharyngo-cervico-brachial variant of Guillain-Barré syndrome was based on findings
such as hyporeflexia, results of electroneuromyography, elevated protein levels in cerebrospinal fluid, and involvement
of peripheral segments of the optic nerve and autonomic nervous system.

Keywords: Bickerstaff Brainstem Encephalitis; the pharyngeal-cervical-brachial variant of Guillain-Barre syn-
drome; anti-MuSK-— positive myasthenia gravis; overlap syndrome.
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Coxpawenus: MuSK-MI" — MuSK-Muscle Specific
Kinase mmactenus rpasuc; AXP —anTuTeNa K areTm-
xonuHOBBIM penentopaM; AXP-MIT — wmwuacrenus
rpaBHC, aCCOLMUPOBAaHHAs C aHTUTEJIAMH IPOTHB arle-
TUnxXonuHoBoro peuentopa; CI'b — cunzgpom I'uite-
Ha-bappe; COb — crTBoNOBO# HIEDanuT brukepcrad-
¢a; COMIT — cTUMYISLMOHHAS BIEKTpoMUOrpadus;
¢CI'b — apunTrO-1IepBUKO-OpaxHaNbHBIA BapuaHT
cuHapoMa ['mitena-bappe.

MpuacTteHuss TpaBUC C QHTUTENAMH K MBIIIEYHON
cniennguueckoil Tupo3uHkrHase (aHnt. Muscle Specific
Kinase (MuSK-MI")) — aytoummyHHOE 3a0oJeBaHHE,
IIpH KOTOPOM HapyIIaeTcss IMepenada B HEPBHO-MBI-
meuHoM cunarce [1]. MuSK-MI, kak npaBuio, ume-
€T OCTpPO€ Hadajo C OBICTPHIM, B TEUEHHE HECKOJIBKHUX
Hezenb, nporpeccupoBanreM. CnenuduiyeckuM MpH-
3HakoM MuSK-MI" sBnseTcss mopaxeHne JIUIEBBIX
u OynbpOapHBIX MBI, HapyimeHus nBrmkeHu ra3HbIX
SA0JIOK MOTYT BO3HUKHYTH Ha 2—3-i HeJeNnsax OT Havyaja
3a00JIeBaHMsl; HA PAaHHUX 3Tarnax OOJIe3HH OHU HUMEIOT
peMUTTHpYIOIIEe TEYEHUE C JUITUTEIbHBIMH MEPHOAAMU
pemuccuil. CAMMETPHUYHOE BOBJICUEHUE INIA3HBIX MBIIII]
CUMTAETCS XapakTepHbIM marrepHoM ans MuSK-MI.
Hapymenuns 1BmXeHHH INa3HBIX 00K M CHHIPOM Ta-
TOJIOTHYECKOW MBIIIEYHON YTOMIISIEMOCTH B OTIMYHE
OT MHUACTEHHH T'PaBHC, aCCOLIMMPOBAHHOW C aHTUTENa-
MU TPOTHB alleTHIXOIHHOBOTO penentopa (AXP-MI),
BBIPAYKEHB! HE3HAYUTENBHO — HET TUIMUYHOMN SIPKO BBI-
paXKeHHOW WM3MEHYHMBOCTH CHMIITOMOB B 3aBUCHMOCTH
OT Harpy3Kd WiH BpeMeHH cyTok [2]. C Oyiab0apHBIMU
CHUMIITOMaMHU OOBIYHO aCCOIMUPYETCsl cIab0CTh MBIIII]
L€V, YTO IPOSBISIETCA CBUCAHUEM TOJIOBBI U MOXKET
OBITh €AMHCTBEHHBIM IpH3HAKOM 3a0ojieBanus. Cru-
OaTeny IeW, MBIIIBI TUIed BOBJIEKAIOTCS B MEHBIIEH
crenieHu [3]. HeoOBIYHBIM CHMITTOMOM JIJISI MUACTCHUH
npu MuSK-MTI sBnsiercss Muonaruyeckuit cuaapom. ['u-
OTPOQ¥sI BOBIEUEHHBIX MBI (B OCHOBHOM — JIHIIA,
SI3BIKA) MOXKET Pa3BUBATBHCS yXKe Ha paHHEW CTaauu 3a-
OonieBanus. [umorpoduu oOHAPYKUBAIOTCS M B MBIIII-
Lax IUIEYEeBOrO M0sICa, KOHEYHOCTEH; mapaBepTeOpaib-
HBIX MBIIIIAX, HHOTJA MPUBOIS K TSKEIOMY CKOJHO3Y,
WHBanuau3auuu [4-6].

CrBonoBoii sHuedamutr bukepcrapda (COB) ot-
HOCHTCS K 3a00yieBaHMsAM, accounupoBanHbiM ¢ GQlb
agtutenamu [7, 8]. Knuawmueckne mposeierns COb
MpeACTaBICHbl HApyLICHUIMHI OOIPCTBOBAHHS U CO3HA-
HUS — OT COMHOJICHIINH W OTIYIIEHHS 10 KOMBI, TICH-
XHUYECKMMH pacCTpONCTBAMH, MUPAMHUIHON CUMITOMA-
TUKOW BIUIOTH JIO PAa3BUTHS TETPAIUIETHH; CTBOJIOBBIMHU
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IIa30[BUTATENBHBIMA ~ HAPYIICHUSAMHU; MO3KEUKOBON
arakcueid [9—12]. Bo3MoxkHBI THUMIOpEedIeKcus, OeKo-
BO-KJIETOYHAsl JAWCCOLMALUS B LEpeOpoCIMHAIBEHON
xugroct (LCXK), nanmune antn-GQlb IgG antuTen
B kpoBu [13].

®DaprHTO-1IePBUKO-OpaxranbHbIil BapHaHT CHHIPO-
Mma [mitena-bappe (¢pCI'b) mposBmsercs mporpeccu-
pyromieil B TedeHue 4 HeAelb CIIa00CTHIO MBIIII] PO-
TOIJIOTKH, WIeH U PyK, Aud¢y3HoH runopedexcueii/
apeduiekcueri, OeTKOBO-KJIETOYHOW  IHUCCOITHAITHEH
B nukBope [14, 15]. Dnekrpodusuonoruueckun GCI'b
COOTBETCTBYET AaKCOHAJIBHOMY BapHaHTy CHHIpOMa
I'mitena-bappe (CI'B) [15-18]. 3arpynHenust B mocra-
HoBke juarHo3a (GCI'B cBsizaHBI ¢ PEeIKOCTHIO JaHHO-
ro 3aboneBaHusl, BapHAOEIHLHOCTHIO €r0 KIMHHUYECKUX
nposiBineHnii. OcoOeHHO MpoOIeMaTiYHa ITOCTaHOBKA
JIuarHosa mpu HenonHelx Bapuantax CI'b: Oubpaxu-
aJBHOM, OCTPOM H30JHUPOBaHHOM OpO(apHUHTEaTbHOM,
OCTPOM H30JMPOBAHHOM IIEpBUKO-OpaxuambHOM |13,
19, 20]. benkoBo-knerounas muccormanus B [{CXK ot-
cytcTByeT y 50% 3a0oneBIIMX Ha MEPBOM Hepese 3a00-
neBanus Uy 25% — Ha Tpetbeit [21]. Hepeako 6oimb-
HBIM CTaBSTCSI HEMPABUIBHBIE JUArHO3BI — CTBOJIOBOM
WHCYIIBT, MHACTeHHSI TPABHUC, OOTYIU3M; MOJHMOMHUEINT,
runokanuemus [15, 22].

Coueranmne CI'b ¢ mpyrumu dopmamu mopakeHHS
HEPBHOM CHCTEMBI MOJIYYMJIO HA3BaHHE «IIEPEKpecT-
HBIH cuHIpoM» (aHTI. overlap syndrome) [23-25]. Ile-
pekpectHbIil cunapoMm MoxeT Bkiatodarb CI'b + COB;
CI'b + cuanpom Mumnepa @umepa u ap. [9,13]. COb
n akconanbHele popmel CI'b paccmarpuBarores B pam-
Kax 3a00JIeBaHNN, aCCOLMUPOBAHHBIX C TaHIIIHMO3HUIHBI-
MU aHTHTeNnaMu [26]. OnpHako, IPUMEPHO Y MOJOBUHEI
3a00JIeBIINX aHTHUTENA He onpenensiores [27]. ['anrmm-
03UBI SKCTIPECCUPYIOTCS Ha IBUTATENbHBIX U YyBCTBU-
TEJBHBIX BOJIOKHAX Nepruepruueckux HEPBOB, aKCOHAX
YepenHbIX HEPBOB, MBIIILAX, KPYIHBIX HEHpOHAX raH-
[JIMEB 3aJHUX KOPEIIKOB CIUHHOTO MO3Ta, IIBAHOB-
CKUX KJIETKaX, CHHAITUYeCKHX MeMOpaHax U HEPBHBIX
okoHYaHUAX [28, 29]. MexaHU3MOM NOBPEXKIECHUSI
MIPU FaHDIMO3UA3aBUCUMON NECTPYKLUU SIBISAETCS MO-
JIEKyIsIpHAs MEMHKpHUsL — aOeppaHTHAs MepeKpecTHas
PEaKTUBHOCTb AHTUTENI MEXKIY JIMIOMOINCaXapuIaMu
BO30YIUTENS M TAHITIMO3HUIaMH, BXOIALINX B CTPYKTYpPY
TkaHe# [29-31]. [Ipu 3ToM y OOIBHBIX C pa3HBIMH HO30-
JIOTHYECKUMH (POpMaMH, OTHOCSIIIIUMUCS K paccMaTpu-
BaeMOI aTOIOTUH, MOJKET OBITH OOHAPYKEHO OAHO U TO
K€ TaHIJIMO3UTHOE aHTUTEINO, a C OAMHAKOBBIMHU (popma-
MU — pa3Hble aHTUTena. CHIBOPOTKH KPOBH HEKOTOPBIX
6ompHBEIX ¢ CI'b pearupyroT TOJNBKO ¢ TaHTIIHO3HIHBIMHU
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KOMITJICKCAMH, COCTOSIIIIMMHU U3 JBYX Pa3HbIX TaHIJIHO-
3UJI0B, HO HE C KaXJbIM W3 HUX B OTAEIBHOCTH [26, 27,
31].

[IpuBoguM knuHWYecKoe HaOmoneHue. llammeHT-
Ka, 1962 r.p., YacTHBIA NpeANPUHUMATEND, 3aMYKEM.
AHaMHe3 KM3HH — BcerJa ceds cuuTalla comMarude-
CKH 3710pOBOH, paboTtana ¢ Oonbiioii Harpy3koit. meer
IIBa BBICIIUX 0Opa3oBaHusi. C MOJOIOCTH — WHBAIH
II rpynmsl B ¢BsI3U ¢ TYyroyxocTbro. Pogurenu ymepiu,
OTeIl ¥ MaTh OTIIA TAK)KE CTPAIaIN TYTOYXOCThI0. bparb-
€B U CecTep HeT.

OO6parunach ¢ xaodaMu Ha CBHCAaHUE TOJIOBHI (BHI-
HY)XJIeHa T0Jh30BaThcsl BopoTHUkoM lllania); 3arpym-
HEHHUE TIOTaHHS, YCYTyOJsieMOe CBHCAaHHEM TOJIOBEHI;
Ha JBOCHHE TPEIMETOB IPH B3IVISLAE BIAJb, KOTOPOE
KyIHPOBAIOCH MPH 3aKPBITHHA OAHOTO I71a3a; Ha OJbIII-
Ky («CIIOBHO HE XBaTaeT BO3IyXa»), BO3HHUKAIOUIYIO
MIPH TTOTBEME YXKE Ha BTOPOH ITaX, B TIOJIOKEHUH JIexwKa
Ha COHHE, IPH PE3KOM IEPEX0ie W3 TOPU3OHTAILHOTO
B BEPTUKAIBHOE IOJIOKESHHUE, KOTOPasi COMPOBOXKIASTCS
cepaieOneHueM W/WIM M3MEHEHHUEM YacTOThI Ceplied-
Horo putMa ( ot 50—60 go 130 cepnuebuenuii B MHH.);
MPUCTYMBI OABIIKH U CEPAICOUEHUs], KOTOPhIE MOTYT
BO3HUKHYTh HEOXKHIAHHO, OyIy4Yr HUIYEM HE CIIPOBOIIN-
POBaHHBIMHM, M, HAYABIIUCh BHE3AITHO, TAK)KE BHE3AITHO
3akaHuuBatoTcs. [lomoOHbBIE MPUCTYNBI Yale OecIoKo-
ST 110 HOYaM, Oy/Isl MAIIMEHTKY, MPOJODKUTEIIEHOCTh MX
paziuyHa.

B okts6pe 2021 . OAHOBPEMEHHO C MaTephIO Tepe-
HecJa TShKenyro (popMy KopoHaBUpYyCHOM nH(pekmn. 3a-
0oJieBaHHE MaTEPH 3aBEPIIUIOCH JICTATIBHBIM HCXOOM.
[locne mepeneceHHOW MHQEKIMHM Oecriokomiaa o0Ias
cnabocTh, BBEIpOKEHHAsT COHJIMBOCTH, HE OCO3HAaBaja
cMepTh MaTepu. BHadane mbITanach BBIMONHATH IIPO-
(deccuoHanbHbIe PYHKIIUHU, CAIUIACh 3a PYJib, HO C Te-
YeHHEM BPEMEHH JTH TOMBITKA OCTaBWIIa — TepecTana
OCMBICJIMBATh HEOOXOMUMBIC JACHCTBUS, TP BOXKICHUU
MAaIlIMHbl CTajo OECIOKOWTh HAapyIIeHHWE 3pPeHHS, KO-
TOpOE OHAa OMHUCHIBAeT ciemyromuM obpaszom: «[loutn
TOTYAC K€ TI0CTIe Havalla JIBIKEHHUs IBE JIMHUU Pa3MeT-
KU JIOPOTH CIIMBAIOTCS B OMHY. MaIlIWHEI, CICIYIONTUE
IO JIEBOW CTOPOHE JOPOTH, epeMEIIaloTCs Ha MPaBYyIo
CTOPOHY M HAauUMHAIOT JIBUTAThCS HABCTPEUy, IMEPECTalo
BHUJIETh MAaIINMHBI NPaBOil Moiockl qoporu. LlBer u Bupg
MEPEMEIICHHBIX MAIllMH HE MEHSIOTCS. [IpUKpBIB OuH
71a3, 0€3pa3IMYHO JIEBBIN HIIN MPaBEIi, BIKY HOpMAaIlb-
HO». Co BpeMEHEM Takoe HapyIICHHE 3PECHHS CTallo
0ecIoKouTh pexe, U JeToM 2022 T. MPeKpaTuIock. ITo
COBIIAJIO C OCO3HAHHEM YTPAThl MaTEpH, YIyUIICHHEM
00IIIeT0 COCTOSIHUS, BOCCTAHOBIIEHHEM PabOTOCIIOC00-
HOCTH.

K xonmy centsops 2022 1. BHOBB cTana OECIOKOUTH
o01ast ¢nabocTh, OBICTPas yTOMJIAEMOCTh, BO30OHOBHU-
JIOCh OTMCAHHOE BBINIEC HapyIlleHHe 3peHUs. TPHKIbL,
¢ HEOOJIBIIMMU HMHTEPBAJaMH, BOSHHUKAIU CJICIYHOIINE
COCTOSIHHSI: BO BpeMsI TIEPBBIX JBYX (ITPOMOIKUTEIHHO-
CTBIO B TeUeHHE 5 MUH. U okoyio 30 MHH.) HapyIIagach
OpHEHTHPOBKA BO BHEIITHEH 00CTAaHOBKE M COOCTBEHHOMH
JUIHOCTH — Ka3aJ0Ch, YTO «B MUPE OJTHA», BCE BUIEIA
B TEMHOM IIBeTe. B TpeTheM smu30e MpoaoKUTEeTbHO-
CTBIO OKOJIO 5—7 MUH., KaK U B IPEIbIAYIIUX CIyYasx,
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BCE CTaJI0 TEMHBIM, IlepecTaja pa3inyaTrh IBEpPb, Y KO-
TOPOI CTOsIIIA, HE IOHUMAJIA, T/Ie HAXOAUTCS, «Ka3aioch,
YTO 1 HaBEepXy M OTTy/la CMOTpIO Ha ceOs». [Ipu aToM co-
XPaHWUJIOCh OCO3HAHUE TOTO, YTO CTOUT PSIJIOM C IBEPHIO
U yAep)KUBaeT Tshkenble cyMKu. [Ipomsonuio Hempous-
BOJIFHOE MOYeHCITycKaHue. brIicTpo mpuinia B ce0s —
«Kak OynTo Hu4ero u He O0b110%». CO CJIOB MAIIMEHTKHU BCE
NeHCTBHS coBeplliaja MPaBHIBHO — OTKpBLIA IBEPB,
npuBela ce0s B MOPSIOK, BEI3BAIIA 110 Telle()OHY MOAPY-
Ty, IPUHSUITACH BHITIOJNHATH 3alulaHupoBaHHOe. CBueTe-
Jiel MPOM30IIE IIEro He ObLI0, KaKyH0-TH00 HHTOKCHKA-
IIUIO OTPHIIALT.

B oxTsa6pe 2022 1. mOSBUIIOCH ABOEHUE — «BMECTO
OJTHOTO TpenMeTa Bujena aBay. [lpucoenuHmacy ocu-
IOCTh ToNoca. B ganpHeimeM HapacTana olmias cia-
00CTh, cTanu OSCIOKOWTPH Kalllelb, OMBIIIKA, MOHEMbI
Temnepatypsl Tena. 29.10.22 HOUBI0 BO3HUKIIO YyBCTBO
HEXBaTKH BO3/AyXa, TeMIleparypa Teja IOBBICHIACH
1o 39 °C. bpuranoii ckopoi TOMOIIN A0CTaBlIeHa B UH-
(hekIMOHHYIO OOJBHHUILY, THI€ MTPOXOMIIA CTAI[IOHAPHOE
JedeHue ¢ JuarHo3oM: «BHeOOoNbHWUYHAS CpenHeno-
JeBas NMHEBMOHWUS, BbI3BaHHash PC-Bupycom, cpenHei
crenienn Tsokectd. JJH 1». Covid-19 Ag(?): aHTHTEH He
oOHapyxeH. [IpoBeneHo nedeHHe MPETHU30JIOHOM B/B
KareJibHO; IIe()TPUAKCOHOM B/B ([103bI MpernapaTroB He-
M3BECTHBI, TaK KaK HE YKa3aHbI B BBIMTUCKE). Brimucana
CO 3HAYUTEJBHBIM YIyUIIIEHHEM, JBOCHHE U OCUILUIOCTh
royioca MpOILIH, CMOIIa MPUCTYNUTh K pabdote. [Ipu-
MEPHO 4epe3 HEAEIIO MOCIIE BHITUCKHU CTajla «CBUCATHY
royioBa. BHOBbh TOSBUIINCH KaJOOBI HA OJBIIIKY, CEP/-
neOueHne U BapruadeIbHOCTD MyJIbCa BBIIIEONMCAHHOTO
xapakrepa. Bo3HHKIM TpYyOHOCTH C TPOINIAaThIBAHUEM
MUINIY, JABOEHHE, Kocomiasue. B cBsi3u ¢ yxyameHuem
COCTOSIHHS TOCITUTAIM3UPOBAaHA B HEBPOJIOTUIECKOE OT-
JIEJICHUE.

Co CTOpPOHBI COMAaTHYECKOTO CTaTyca IIaTOJOTHH
He BbIsABICHO. CocTosiHMEe OONBHOM MpH MOCTYIJICHUU
CpeIHEeH TSHKECTH B CBS3U C HEBPOJIOTHUYECKUM Je(DUIIn-
ToM. HeBposornueckuii craryc. bUHOKyIsIpHAsT JUILIO-
rusi. OrpaHUYeHuUe MTOIBUKHOCTH TIA3HBIX SOJIOK BBEPX
(6e3 mBoeHuUs IPEIMETOR), ABMKCHHE JICBOTO TTa3a KHa-
PYKH OTCYTCTBYET; IPaBbIi IJ1a3 HE JJOBOIUT JI0 HAPYXK-
HOW CIaiiku Ha 2 MM; CJieBa 0CJIa0JICHO COMPOTHUBIICHUE
KPYTOBOM MBIIIIIHI T71a3a, C 00EHX CTOPOH ITOJIOKUTENIECH
TECT «HAIYyTHIX MIeK». Msrkoe HeOO cieBa OMyIICHO,
(hoHAWA W TIIOTaHUE HE HAPYIIICHBI; HCIIBITHIBACT TPY/I-
HOCTH C MPOTJIaThIBAHUEM IMHUIIU B CBS3H C HEBO3MOX-
HOCTBIO yJIepKaTh TOJIOBY B BEPTHKAJILHOM TIOJI0KEHUH.
[moranue BoccTaHaBIUBAaeTCs MPH (PUKCAIMH LIEU BO-
poraukoM llanma. [TogBmkHOCTE MATKOTO HEOA 1PH Po-
HAIlMM COXpaHEHAa, HEOHbIE M IIOTOYHBIE PedICKCHI
CHIDKEHBI, CHJa B TPYIMHO-KIFOYHYHO-COCIIEBHIHBIX
Mbiiax 4 Oamia, pasrubarensx men — 3 Oajia, BbI-
pakeHHas TaTOJOTHYECKas MBIIICYHAS YTOMIIIEMOCTh
MBIIII] €U, MPOSABISAIONIAsICS HEBO3MOXKHOCTBIO yAEp-
JKaTbh rOJIOBY B BEPTUKAIHLHOM IMOJIOXKEHUHU OoJiee 2—3 ce-
KyH]I, BBIHYKJICHa PHOeTraTh K IOCTOSHHOMY HOIICHHIO
BopotHuka lllanma. BonpHast Mora mpogomKaTh pasro-
BOp [UIMTENbHOE BpeMs 0e3 MPU3HAKOB yTOMIISIEMOCTH,
TOJIOC TIpU 3TOM He MeHsuIcs. Cuila B IPOKCUMAITbHBIX
oTJenax pyk ¢ o0EMX CTOPOH CHIDKeHa 110 4 0asuioB,
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Tab6numna 1

JlunamMuka n3MeHeHHH NMoKa3aTeseil CTHMYJIAIIMOHHOM Y1eKTpoMuorpaduu yepes 3, 4 u 7 MecsineB OT Havaj1a 3a00/1eBaHUSA

JlaTeHTHOCTB, MC Amnutyga mB Crkopoctb M/¢
Heps, ypoBiu cTHMyIsLHH 3 x:::;la 4 mec. 7 mec. 3 mec. 4 mec. 7 mec. 3 mec. 4 mec. 7 mec.
n. Peroneus, m. extensor digitorum brevis, MOTOpHBIE, JIEBBIH
TonenocTorn 5,52 4,83 498 1,46* 2,3 2,4
N<6,5 N=>2
Hwxe ronoBku Mano6epoBoil KOCTH 12,1 11,9 10,9 1,14%* 2,0 1,78* 43,3% 42.4% 43,5%
N>44
TlonkoneHHas sMKa 13,6 13,9 13,2 1,51* 2,3 1,55* 83,3 50,0 49,2
n. Peroneus, m. extensor digitorum brevis, MOTOpHbIE, ITPaBbIi
TonenocTorn 5,25 4,63 5,59 1,75% 3,0 2,1
Hwke ronoBku Maao0epLoBoil KOCTH 12,6 11,0 11,0 1,30% 1,82% 1,85* 422 41,6 53,6
IoaxoneHHas sMKa 14,6 13,5 13,4 1,17* 1,87* 1,79* 47,5 50,0 41,7
n. Tibialis, m. abductor hallucis brevis, MOTOpHBIE, IPaBBIH
MenuanbHas JTIOIbDKKA 2,78 3,19 3,03 3,1* 3,0% 3,9%
N<528 N>4
IoaxoneHHas sMKa 12,6 12,5 12,1 3,3% 3,9% 2,6* 38,2* 44,0 43,0
N=>41
IIpumeuanue: * — OTKIOHEHUS OT HOPMBIL.
CWJIa B HKHUX KOHEYHOCTSX 5 6amioB, 06bem aBmke-  MuSK-MI. BrlsBieHO NOBBIIEHHE THTpa aHTUTENA

HUI B BEPXHUX M HIKHAX KOHEYHOCTAX HE OrpaHHYCH.
CyxXOXWIbHBIE U HEpUOCTaNbHBIE PedIeKchl MpH IO-
CTYIUICHHH U B TEUCHUE TTOCIEAYIOMNX IBYX JHEH ObLTH
PE3KO CHIDKCHHBIMH, I1aTOJIOTHUECKUE pedIieKChl He
OTIPEIEIISUINCH, MaNblie-HOCOBasi Mpoda He HapylIeHa;
IIITOYHO-KOJICHHYIO ITPOo0y BBINOJIHAJA C HErpyOo BhIpa-
JKEHHOW TUCMETPUEN C ABYX CTOPOH.

Ha Tpernii meHp rocnuTanu3anuy MOSBWINCH 3a-
TPYAHEHUSI TIPU MOJbEME PYK KBepXy, peduiekcrl Akoo-
cona-Jlacka, TpemHepa c IByX CTOpPOH; IIyOOKHE
pedreKchl ¢ KOHEYHOCTEH CTald CHMMETPHYHO IMOBHI-
LICHHBIMH, HEPECTAIM BBI3BIBATHCS [IOTOYHBIE U HEO-
Hble peduiekchl. Fi3MeHeHre HEBPOJIOTHYECKOTO CTaTyca
COBIIAJIO C OBBILIEHUEM TeMIepaTypsl Tena 1o 37.6 °C.
[P SARS corona virus 2 PHK nonoxurensuas. C au-
arao3zoM «KoponasupycHas napexuus (COVID-19) me-
peBesieHa B CIIEUAIN3UPOBAHHOE OT/ENIEHHE, TIe HaX0-
JUIach B TEUEHUE HENENH, a 3aTeM BHOBb BO3BpalleHA
B HEBPOJIOTMYECKOE OTAeleHue. B HeBposorndeckom
CTaTyCce COXPAaHSUINCH IV1a30/BUTaTeIbHbIE HApyLICHUS,
c11a00CTh MBI IIIeH, TITYOOKHe pedlIeKChl 0CTaBAINCh
MTOBBIILICHHBIMH.

IlpenBapurenbHblid 1UarHo3 «MuUacTEHUsI TPaBUCH.
OcHoBaHHEM AJI51 €70 TOCTaHOBKH OBIJIO paclpeaecHne
JBUTATEIbHBIX HAPYIICHUH (TJIa30[]BUTaTENbHBIC, JIUIIC-
BbI€ (KpYTOBBIC MBIIIIBI IJIa3 U PTa), MICHHBIC MBIIIIIBI
U MPOKCUMAJILHBIX OTAENOB pyK). TecTl ¢ dukcanmei
B30pa, YAEPKHUBAHMEM KOHEYHOCTEH B INPHIABAEMOM
MOJIOKEHHH, TTOBTOPHBIM 3aKMYpPHBaHHEM TJa3, ObLTH
orpurnarenbHbiMu. [IpozepuHoBas mpoba (S. Proserini
0,05% 1,5 ml n/x) orpuriarenbHas. BeinonHeHn ananms
Ha ONpe/AEICHUE aHTHUTEN K AleTUIXOIUHOBBIM peLel-
TopaM — aHTUTeNla He oOHapyxeHbl (0,24 HMOJIB/I
(HOopMa < 0,45 HMOJB/IT), YTO HE HMCKIIIOYAIIO BEPOST-
HOCTh MI'. TUNMYHBIE 1JI1 MUACTEHUYECKOTO CUHAPOMA
BBILICONMCAHHBIC IBUTATEIbHBIC HAPYIICHUS U OTCYT-
CTBHE TIPU OTOM IPHU3HAKOB MATOJIOTUYECKOW MBIIIIEY-
HOW YTOMJIIEMOCTH €JIajio HeOOXOAMMBIM HCKITIOUCHHE

Kk MuSK-penentopy — 1,15 U/ml (wopma < 0,39). Jlu-
arHoctupoBana MuSK-MI. Ilposenen kypc mrazmade-
pe3a — obumit 0obeM 8750 Mi1, Ha3HaYEHA UMMYHOCY-
npeccuBHas Tepanus (IPEAHN30JI0H EPOPAIBbHO B 103€
1 Mr/kr).

TpeOoBanu 0ObsSCHEHUS! MOBBILICHHAs] COHJIMBOCTS,
HEOOBIUHBIC 3pUTEIIbHBIC HAapyLICHUs B Hadaie 3a0o-
JIeBaHUs, COIVIACHO aHaMHe3y; HMPUCTYIbl HapyLICHHS
CO3HaHUS B IEpPHOJ 000CTPEHUs 3a00I€BaHSI; CHIKCH-
HBIE CYXOXXHJIbHBIE pe(IeKChl MpH MOCTYIUIEHHH C MX
MOBBILICHHEM B TOCJICAYIONIEM M MaTOJIOTHYeCKHMHU
NUPAMHUIHBIME peduieKcaMy; MO3KEUKOBBIH CHHIPOM.
BripaykeHHass COHJIMBOCTh OOJIBHOM, HapyIlIeHUS 3pe-
HUSI, TIPUCTYIBl A€peaju3alid U JeNepcoHaIN3alny,
ONMCAHHBIC BHIIIE, Pa3BUTHE CUMIITOMATUKH TOCIE
KOPOHABUPYCHON HMHGEKUUH IO3BOJMIM 3alOA03PUTh
cTBOJIOBOM 3HIIe(hanuT bukepcradda.

l'unopednexcust, n30UpaTenbHOE BOBICYEHUE MBIIIILL
(apuHreansHOH, IIEPBUKAIBLHON U OpaxuabHON 30H J1a-
Baym ocHoBaHue npennonoxutb GCI'b. [IpoBenens! nc-
CJIeIOBaHUs IUKBOPA, KPOBU HA HAJTMYHME AaHTUTEN K TaH-
IHO3UaM, Helpodusnonaornueckuii mouck. JIuksop:
oenok 0,9 r/n; antuTena k ranrmuo3ugam GD1a, GD1b,
GD2, GD3,GM1, GM2, GM3, GM4, GQlb, GTla,
GT1b, k cynbdatuay He 0OHAPYKEHBI.

CrumymsimnonHass OMIT nepudepuuecknx HEpPBOB
BEPXHHX W HIDKHUX KOHEYHocTell (n. peroneus, n.
tibialis, n. medianus, n. ulnaris) BeIsIBHIA: aKCOHATBHOE
nopakeHre neprudepruiecKux HepBOB HUKHUX KOHEUHO-
cTel (CHWXEHUE aMIUIMTYnbl M-oTBeTa 0e3 3HaYMMBIX
M3MEHEHHH JIATEeHTHOCTH M CKOPOCTH MIPOBEACHUS); OT-
CYTCTBHE NaTOJIOTHYECKUX U3MEHEHUH CO CTOPOHBI HE-
PBOB BepXHUX KOHeUHOCTeH. CEHCOPHBIE OTBETHI HE 00-
Hapy>XHUBaJH OTKIOHEHUH OT HOPMBI. bbUIN BBIIOIHEHBI
cepuiinpie COMI' nccnenoBanus B JTuHaMuke uepes 3, 4
1 7 MecsIeB OT Havaja 3aboeBanus (Tadmura 1).

Pesynbrarel uccnenoBaHUsl BBI3BAHHBIX TOTCHIUA-
JIOB: WICHHBIA BECTHOYNSPHO BBI3BAHHBIA MHUOTEHHBIN
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Dynamics pattern of nerve conduction studies after 3, 4 and 7 months from the onset of the disease

Table

Latency, ms Amplitude, mV Conduction velocity m/s
Nerve stimulated, stimulation site 3 (I;':::lt;ls 4mon. | 7mon. | 3mon. | 4mon. | 7mon. | 3mon. | 4mon. | 7 mon.
n. Peroneus, m. extensor digitorum brevis, motor study, left
Ankle 5.52 4.83 4.98 1.46* 23 24
N<6.5 N>2
Below fibula 12.1 11.9 10.9 1.14* 2.0 1.78* 43.3* 42.4% 43.5%
N>44
Lateral popliteal fossa 13.6 13.9 13.2 1.51%* 2.3 1.55% 83.3 50.0 49,2
n. Peroneus, m. extensor digitorum brevis, motor study, right
Ankle 5.25 4.63 5.59 1.75* 3.0 2.1
Below fibula 12.6 11.0 11.0 1.30* 1.82%* 1.85% 42.2 41.6 53.6
Lateral popliteal fossa 14.6 13.5 13.4 1.17% 1.87* 1.79* 47.5 50.0 41.7
n. Tibialis, m. abductor hallucis brevis, motor study, right
Ankle 2.78 3.19 3.03 3.1* 3.0% 3.9%
N<3538 N>4
Lateral popliteal fossa 12.6 12.5 12.1 3.3% 3.9% 2.6*% 38.2% 44.0 43.0
N>41
Notice: * — abnormal results.
MTOTCHIMAI — HApyIICHUsS TPOBEISHUS Ha Tepude- 3akmouenne wummyHonora: OJIM-Heiipo-Tect-12

PUYECKOM M IICHTPAJIBLHOM YPOBHSX; OKYJISIDHBIA Be-
CTHOYIISIPHO BBI3BAHHBI MHOTE€HHBIA TOTEHIHAT —
HapylIeHUE TPOBEACHUS Ha IEHTPAJIHLHOM YpPOBHE
BECTHOYIISIPHOTO aHAIHM3aTOpa ¢ 00EUX CTOPOH; KOXKHBIE
BBI3BaHHBIC CHMIIATHYECKHE TOTSHIMAIB — Trpydoe
HapyIIeHHe TPOBEICHNS TI0 aBTOHOMHBIM BOJIOKHAM He-
PBOB BEpXHUX KOHEYHOCTEH ¢ 00EUX CTOPOH; aKyCTUYe-
CKHUM CTBOJIOBOM BBI3BAHHBIN MOTEHIIMAJ — HApYIIEHUE
(YHKIMY PacIIpOCTPaHEeHUs BO30YKJICHHUS HA TIOHTOME-
3eHne(aaIbHOM YPOBHE IMPH CTHMYJSIIUN CIIpaBa M Ha
nepudepudeckoM ypoBHE ¢ 00euX CTOPOH. 3pUTEIbHbBIC
BBI3BaHHBIC IOTEHIINAIB — HApYIIEHHUE PaclpoCcTpaHe-
HUSl BO30YXKACHUS IO 3PUTEIIEHOMY HEPBY C JABYX CTO-
POH U TIO 3pUTEIHHOMY TPAKTY CIIpaBa.

KoMmribtoTepHass mepuMeTpusi: BBISBICHBI CKOTOMBI
CIipaBa B HWKHEM HOCOBOM CEKTOpE, ClieBa — B HIIK-
HEM BHCOYHOM CEKTOpe. OIeKTposHIedanorpapus
Onuientrdeckas aKTUBHOCTh HE 3aperHCTPHUPOBaHa.

[IpousBeneH OHKOMOWCK — MATOJOTUUA HE BBISBICHO.
NMMyHOOIOT aHTHHYKJICAPHBIX aHTUTEN — Pe3yIIBTaThl
OTpHULIATEIbHBIE.

MPT royioBHOro Mo3ra: B MpaBOM IMOJYIIAPUA MO3-
JKeuka ONmKe K CpPeIUHHON JTMHUM (Cpe3 Ha YpOBHE
MOCTa) UMEIOTCS 2 TOUYEUHBIX O9akKa, 10 1-2 MM B ITH-
ameTpe, TMIIOMHTCHCUBHBIX B pexume T2*-GRE-ne-
mo3uThl TeMocuaepuHa. CpoK JaBHOCTH MHKpOTe-
MOpparuii yCTaHOBHTh HEBO3MOXHO (puc. 1). [pyrue
3HaYMMBbIe CTPYKTYPHBIE TOBPEKACHAS TIPA HEHPOBHU3Y-
anu3anuy He ObUTH BepUUITUPOBAHEI.

OKI': Murpanust BOAUTEN pUTMa IO Tepudepud,
UCC = 68 yn/muH. [Opr30HTAIBEHOE MOJIOKCHHUE DIIEK-
Tpudeckoir ocu cepmara. IXOKI': ymioTHeHHe CTEHOK
AOpTHI, CTBOPOK AOPTAIILHOTO YW MUTPAJIbHOTO KJia-
nmaHoB. He3HaunTenpHAas MHTpallbHAsi peTypruTaius,
TpEXCTBOpYATasi PerypruTanus.

Koncynpramus peBmarosora: MpoBeACHHBIE HCCIe-
JIOBaHUSI CBUCTEIBCTBYIOT 00 OTCYTCTBHUHU Yy TAI[UCHT-
KH CUCTEMHOTO 3200JIeBaHMS COETNHUTENbHON TKaHH.

26

BBISIBUII KpaeBO€ (JIETKOE) MOBBIIIEHHE AyTOAHTHTEN
k Oenky S100 (mpu3HAK acTpOIUTApHOTO TIHo3a). M-
MyHO(QEHOTUIIMPOBAaHHE JTUM(OIHUTOB BEHO3HOM KpO-
BHU + 0011Mi1 aHAJIN3 KPOBU BBISIBUIN IPU3HAKU XPOHHUYE-
cKoll akTuBauuu T-1MM(OLNTOB, C MPEUMYILIIECTBEHHON

Puc. 1. MPT ronosHoro Mo3ra: B paBoM MOTyIIAPUH MO3KEUKa
Omke K CpeAMHHON JHMHUHM (Cpe3 Ha ypOBHE MOCTa) BU3YyallU-
3HUpPYIOTCS 2 oYara THIIOMHTCHCHBHOTO CHTHANA B pexkume T2%,
10 1-2 MM B TMaMeTpe — ouard OTJIOKEHHUS TeMOCHIepHHA (HITH
O4aru MUKpPOAHTHOIIaTUH)

Fig. 1. Magnetic resonance imaging: in the right hemisphere of
the cerebellum closer to the midline (section at the level of the
pons) there are 2 lesions, up to 1-2 mm hypointense on T2*-
GRE-deposits of hemosiderin (microhemorrhages)
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aktuBalueir nurotokcndeckux CD8+T-numboruros,
nponudepaTuBHON dKCHaHCHU KieToK KuutepoB (NK-
u NK-T nmumdonuros), a Takxke IBaKIbI MOJOKHTEIb-
HbIXx CD4+CD8+T num¢ouuToB, 4TO COOTBETCTBYET
BUpycHOW MH(ekunu. KoHcTaTupoBaHbl PU3HAKU HM-
MYHHOM nu3perymsauuu B Bue ayToanturen k MuSK,
SKCIAHCHUU ABAXKIBI MONOKUTENbHBIX CD4+CD8+nnm-
(honMTOB (XapakTepHBIX IJIsI MUACTEHHH TpaBuc). Hus-
ke mokazarenu uHtepierikuna (10 < 1 nr/ma (< 31)
u BbIcOKHE C-peakTUBHOTO OeliKa yNbTpauyyBCTBUTENb-
Horo (0,823 mr/n (< 1,000)) — mpu3HAKK CUCTEMHOTO
HU3KOMHTEHCUBHOTO XPOHHYECKOTO BOCHAJICHHS. OTH
JAaHHBIE HE MPOTHBOPEYAT BO3MOKHOCTH XPOHUYECKOM
BUpycHOW nHGpexkuuu. [lonydeHHble pe3ynbTars! Mo3B0-
T10T mpeanonarars accoruanuio MuSK-MI' ¢ nepcu-
CTUPYIOIIEH aKTHBHOW (PEIUIMIUpYIONIel) BUPYCHOM
uH}eKnreil ¢ peakTUBHBIMH (QYHKIIMOHAILHBIME OTBE-
Tamu T-KIeTok.

[TanmenTka BBIMTMCAHA U3 CTallMOHApa C AMArHO30M
«CrtBonoBoii sHNIedanut bukepcradda + dhapunro-mep-
BUKO-OpaxuanbHBIH BapuaHT cuHApoMa [wmiteHa-bappe
(mepexpecTHsblil cuaIpoM). MuSK-MuacTeHus rpaBucy.
PexoMen0BaHO MpOAOIDKEHHE MpHEMa MPEIHU307I0HA
B no3e 1 Mr/kn.

OcmoTp uepe3 Mecsll Mociie BRIMUCKN: OTPaHUYeHHS
MOABMKHOCTH IVIA3HBIX SI0JIOK; CTajIH IOJIOKUTEIbHBI-
MH Harpy3ouHble NMPOOBI Ha MBIIIIBI a3, OyibOap-
HbIE MBIIIIBI; HEOHBIE pedreKchl Hadadld BBI3BIBATHCS
¢ AByx cTopoH. Ha ¢oHe cTeponmHol Tepanuu pa3Bulil-
csi curapoM KymmHra, ocioXKHEHHBIM MHOIATHYECKUM
cuaapomMoM. Hapocma cima®ocTh B HPOKCHMAaIBHBIX
rpyImnax MBI PYK — PYKH HE MOIJIa MOAHATH BBILIE
TOPU30HTANH, MOSBUIACH CIa00CTh B MPOKCUMAIBHBIX
OTZEeNax HOT — BBIpaKeHHBIH cuMnToMm [oBepca, cuna
B crubaressx u pasrudarensx Oenep 4 Oamia, B mpobe
Munranuuau Horu yaepskupaeT 20 cek. Peructpupo-
BaJICS. BBIPAKEHHBIM HEPABHOMEPHBIN KpyNHOpa3Mma-
LIMCTBHIA TPEMOp MalbLEB KUCTEH PyK, HEPHOANYECKHE
ObICTpBIe  crubarenbHO-pa3ruOaTenbHble  JBHKECHUS
B IICTHO-()aJIaHTOBBIX CycTaBax IalbLEB KUCTEH PYK.
I'pyOo HapyiieHa peakuusi «KOJIOHHBI, YIIOpa M MPbLK-
ka» (mpoba Pya-Tesenapa), TuCINATOXOKHHE3 B pyKax
(s > d), nuddy3Has MbllieuHasi TUITOTOHHUS B MBIIIIAX
PYK, B HOTaX OLIEHKa 3aTpyAHEHa — He pacciadisercs.

B cBs3u ¢ pazsutueM cusapomMa KymnHra u Muona-
THYECKOTO CHHAPOMAa HMMMYHOCYIPECCHBHAs Tepamus
MIPETHU30JI0HOM OblJIa IOCTENIEHHO B TEYEHHUE TPEX Me-
CsIIeB OTMEHEHa. B TeueHue mocnenyromux 6 Mecses
YyBCTBOBaJIa ce0sl y1oBIETBOPUTENbHO. [lepuonnuecku
BO3HMKAJIO U CaMOIPOHM3BOJIBHO KYMHPOBAJOCh IBOE-
HUE.

Ocenbio 2023 1. 3a601€BaHNE CTAIO BHOBB IIPOTpeC-
CHUpOBaTh: MOSBWINCH U CTAJIHM HapacTaTh 3aTpyIHEHUS
IpU IJIOTaHUS, HAPYIIMWICA PEYeBOMl KOHTAKT (TOHST-
HBbI TOJMBKO 1—2 TEpBBIX CJIOBA); Pa3BUBAIOCH PE3KOE
MOXy/AE€HHE, TOJIOBA Hayana CBUCAaTh, OOHApYXWJIACh
rUNOTPOQUsT METKUX MBI KUCTEH PYK, MBI BepX-
Hero miedeBoro mosca. Otmevana (QUIIOKTYalHi0 CHM-
NITOMOB — OBIBAIOT MEPUOBI, KOTJa MOXKET MPOTTIOTUTH
MOTYKUAKYIO Kallly, ¥ IEpPHOIbl, KOTHa HE MpPOIIaThl-
BaeT XHUJIKOCTh, MOXET MpoiTH s000e paccTosHuE,
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CITyCTUTHCS M TIONHATHCS Ha 4-i1 3Tax, U IepHObI, KOT-
Jla HE B COCTOSTHMM TOXHSTHCA C MOCTENN HM3-3a ciabo-
CTH B MbIIIIAX. 3aBUCUMOCTH OT (PU3NYECKUX HATPY30K
npu 3ToM He otMedana. OT mpuema KOPTHKOCTEPOUA0B
U WHOH HMMMYHHOCYIIPECCHBHOM Tepanuy NalUueHTKa
KaTeropudecku orkaszpiBanmach. K ocenn 2024 r. 6onb-
Has cTajia Hy’>KJaTbCs B TIOCTOPOHHEH MOMOIIH U YXOJIE.
HeonHokparHble pyTHHHBIE JTa0OpaTOpHbBIE UCCIEN0BaA-
HUSl OTKJIOHEHHH OT HOPMBI HE BBIABISUIM. AHTHTENA
k MuSK penenropy — 2,53 U/ml. Auarno3: Muacte-
HUS TpaBUC, accoluupoBaHHas ¢ MuSK-aHTuTenamu,
reHepannzoBaHHas Gopma, Kiacc 2a.

Oocyxnenue. JlnarHo3y «MHAacTE€HUsI TPaBUCY, TIO-
CTaBJICHHOMY IIpH MOCTYIUIEHUH, HE COOTBETCTBOBAJIN:
BO3MOXKHOCTB JUTUTENILHOU Oeceibl 03 MPU3HAKOB YTOM-
JIeHWSl TALWEHTKH; HOYHBIE MAapOKCHU3MBbl HapyILIECHHUH
CepIIeYHON NeATeNbHOCTH; OCOOCHHOCTH CepAeIHO-CO-
CYIUCTBIX HapyILEHUH; OTPULIATEIbHBIE PE3YIIBbTaThI HC-
ciemoBanus Ha AXP — aHTuTelna; OeJIKOBO-KJIE€TOYHAs
JUCCOLMALNS B JINKBOPE.

Juarno3y ¢CI'b cooTBeTCTBOBAIO: Pa3BUTHE CHUM-
NTOMAaTHKH IIOCJE TEPEHECEHHOTO PEeCIUpPaTOPHOro
3aboneBaHus; rurnopediuexcus; pedynsrarsl OMI wc-
CIIEOBaHMs, IOKAa3aBIIME AKCOHAJbHBIE HapyLICHUS;
0EJTKOBO-KJIETOYHAS AUCCOLUAIINS B IUKBOPE; BOBJIEUE-
HHE B IPOLECC 3PUTEIbHBIX HEPBOB M, COIIACHO KOM-
MBIOTEPHOM IEPUMETPUH, ITPABOTO 3PUTENILHOTO TPAKTA,
MPU3HAKN peMUTTUpYIoIIero nopaxenus 1X, X nap ue-
PETHBIX HEPBOB, — IMOpakeHHEe Mepruepruieckoro oT-
Jiesia aBTOHOMHOM HEPBHOM CUCTEMBI.

@®CTb BriIOYaeTCst B CIEKTP aKCOHAJBHBIX (opm
CI'b ¢ npuzHakamu 0OpaTUMON Ne(HEKTHOCTH aKCo-
HaJTbHOW TpoBOAMMOCTA 0€3 JeMHUCIMHM3AINU. Xa-
pakTepHbIM mpu3HaKoM 3Tux popm CI'b sBusiercs ObI-
CTpOE BOCCTaHOBIEHHE (DYHKIMH HEPBHBIX BOJIOKOH.
Obparumas 1e(eKTHOCTh MPOBOJUMOCTH MOXET OBITh
pacrmo3HaHa TONBKO TPU HCIHOIH30BAHUHM MHUHHUMYM
IByX cepuiiHbix OMI' uccnenoBaHui, IpPOU3BOAUMBIX
¢ uHTepBanamMu B 2-3 Hegenu. J[aHHBIN METOJ MO3BO-
JSIeT BBIABUTH BOCCTAHOBJICHHE aMIUIUTYAbI MOTOPHBIX
WIA CEHCOPHBIX OTBETOB 0€3 MPOSBICHUN BpeMEHHOH
mucnepcun [15—-18]. B cBs3u ¢ 3TUM manueHTKe ObLTH
BBITIONHEHBI cepuiinble COMI uccnenoBanus (Tadbmu-
na 1). Pesymerarer cepuitaerx COMI': xpoHOmuCTiepcus
OTCYTCTBYET, UMEETCSl TEHIEHIUS K BOCCTAHOBJIECHHUIO
aMIUTUTYAbl U CKOPOCTH NPOBOAMMOCTH B AWHAMUKE,
YTO TMpEeIoyiaraeT HaJlu4yhe y MalHeHTKH 00paTuMoin
HEIOCTaTOYHOCTH aKCOHAJIBLHOM MPOBOANMOCTH — IIPH-
3HaKa, xapakrepHoro aus Homomarwmii [30]. [IpuBeneH-
HBI€ aHHBIE C OOJBIION BEPOATHOCTHIO, TOATBEP)KIAAET
muarHo3 (CI'B. [lepeuncieHnas cuMITOMaTHKa u, Ipe-
K7€ Beero, pe3ynbTarbl COMI coOoTBETCTBYIOT IEPBOMY
ypoBHio noctoBepHocTH CI'b mo kputepusim bpaiitona
mutst BeisiBiieHus cirydaeB CI'b (2011 ) [32].

Pacnipenenenue mape3oB, OTCYTCTBHE IaTOJOTHYeE-
CKOHM MBILIEYHON YTOMIIIEMOCTH Ha HadaJIbHBIX 3Tamax
3aboseBaHKs — xapakTepHas ocobeHHocTh MuSK-MI.
C TeueHneM BPEMEHH y MALMEHTKU Pa3BUIACh TUIINYHAS
knuanka MuSK-MIT — ¢orokryupytomiast MblieqHas
YTOMJISIEMOCTh C HPEUMYIIECTBEHHBIM BOBJICUCHHEM
odragpMuYecKuX M OyIbOAPHBIX MBIIIIL;, THITOTPOdUs/
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arpo(usi METKUX MBI KUCTEeH PYK U MBIIIII TICYEBOTO
nosica (puc. 2), mporpeccupyloliee moxyJaHue B CBI3U
C HapylLIeHUEM INIOTaHHUS.

Omrokryanust cumntToMoB npu MuSK-MI' He ume-
eT 4etkoro oObsicHeHns. MuSK obecrnieunBaeT kiacre-
pHU3alMI0  AllETWIXOJMHOBBIX PELENTOPOB, CO3JaBas
ONITUMAJNIbHBIE YCIIOBHS JJISl pELeNINU Jaxe He3Hauu-
TENBHBIX 103 HeillpoTpancmurrepa [33]. Ayroanturena
npotuB MuSK OIOKHpPYIOT CHTHaNbHBIN Kackal, MpH-
BOIS K JEe(EeKTy KIAacTepH3alld U PACCPEIOTOYCHUIO
pElenToOpOB HAa MOCTCHHANTHYECKOW MemOpaHe. DTo
YMEHBIIAET KOJIMYECTBO PELENTOPOB, CHUXKAET ITOTEH-
IMaJ KOHIIEBOHM IJIACTMHKH U Kod(p(duimeHT Oe3omac-
HOCTH, BJ€YET 3a COOOH pa3BUTHE MHACTEHUYECKOTO
cunapoma [1, 34]. He ucxiiroueHo, 4To OMHUM U3 00B-
sicHeHuH QrrokTyaruu cumntoMoB pu MuSK-MI siB-
JIieTCsl OTHOCHUTENIbHAA coXpaHHOCTh AXP mpu 1aHHOM
BaprUaHTEe MHACTEHUU C BO3MOXKHOH YaCTHYHOM KiiacTe-
pu3anuei ux Ha MOCTCHHANTHYECKOW MeMOpaHe U CIo-
COOHOCTBIO EPUOANIECKH YACTUYHO 00ECIeunBaTh Co-
KpaIlleHHe MBIIIIII.

JloCTOBEpHOCTh AMArHO3a MOATBEP)KAATIACH PE3Yiib-
taramu uccienoBanuii MuSK-amturen. Hexapaxrep-
HeiMu cuMmirtomamu it MuSK-MIT Osumm acumMe-
TPUYHOCTH O(TalbMOIIape3a, ApaMaTHYeCKUi dPQPeKT
CTepOuAHON Tepamuu. PerpeccupoBanue Muonarude-
CKOTO CHHJpOMa TIOCI€ OTMEHbI KOPTHKOCTEPOHIOB
¢ OOMBILION 10JIEH BEPOSITHOCTH MO3BOJISIIO OTHECTH €T0
K cTepougHoN muonaruu. OJHAKO OKOHYATEeNbHOE pe-
LIEHHE 3TOr0 Bompoca TpedyeT AajbHENIIero Habrone-
HUS C IPOBEJICHUEM COOTBETCTBYIOIINX HCCIIEOBAHUH.

BripakeHHast COHIMBOCTD, ICUXUYECKUE HAPYILICHHS
(Heoco3HaBaHME CMEPTH MaTepy), BOBJIECUEHHE B IPO-
LIECC CTBOJOBBIX CTPYKTYD, Pa3BUTHE CHUMIITOMAaTHKU
nocjie KOPOHABHPYCHOH WH(EKIHU, COOTBETCTBOBAIU
knuHuKe COb [10—-12]. ¥V narnuentku He ObUIH 00HAPY-
*eHbl B kKpoBu aHTU-GQ1b IgG anTHTena, paccmarpu-
BaeMbl€ B KauecTBe KpuTepus nuarHoctuku COb [13],
YTO, BEPOSITHO CBA3aHO C MPOBEACHUEM HCCIIEIOBAaHUS
nociue ceaHcoB mnasMmadepesa. M3BecTHO Takxke, 4TO
TaHIIMO3UIHBIE aHTHTENAa OOHAPYKUBAIOTCS JAJIEKO HE
y Bcex 3aboneBmux [35, 36]. OCOOEHHOCTBIO TEUEHUS
COb B HanreM HaOIOCHUY SIBUJIOCH CIOHTAHHOE YITyd-
IIEHHe COCTOSHUsA, (sHBapb—aBrycT 2022 T.), TI03BO-
JUBILEE €l BEPHYTHCS K MPOPECCHOHATIBHON NesTelNb-
HOCTH, C MOCJIEIYIOUIUM pEeUAUBOM oceHbio 2022 r.
[MomoOubI BapuanT Teuenus COb onucan [37].

3puTenbHbIE PAacCTPOMCTBA MAaLUMEHTKH TpPeOyroT
o0bscHeHns. OHHM TIPOSIBIISIIOTCSI TIOBTOPEHHEM YBH-
JCHHOTO, NepeMeIeHHeM OOBEKTOB (MAIIWH) C JIEBOTO
noJst 3peHust Ha mpaBoe. [lepBbIii neeKT OTHOCHTCS
K HaJUHOICHU — 3PUTENIHON mepceBepanuu. Mimmo-
3MOHHBINA (heHOMEH BO3HUKAET CO CTOPOHBI ACPEKTHOMH
MIOJIOBUHBI NOJIS 3peHust [38], UTO U UMENO MECTO y Ha-
mel nanyeHTky. Hapyienne 3puTenbHOro BOCIpUsITHS
B BHUIE NEPEMEILEHHs ABMXKYIINXCS MAIIUH C JICBOH
MOJOCHI JOPOTH HAa MpaBylo 0003HAYaeTCsl Kak 3pH-
TenpHas annecresus [38]. [lanuHoNCHIO U 3pUTENBHYIO
aJIECTE3UI0 PacCMaTpUBAIOT B PaMKax IIEHTPAIbHOM
MeTaMOp(OIICHH, BBI3BIBAEMON HapyIIEHHEM KOIHPO-
BaHUS U Mepeadn 3pUTeNbHON HH(POPMAIK Ha YPOBHE
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Pa3IMYHBIX CTPYKTYpP TOJIOBHOTO MO3Ta; HapyLICHHEM
MHTErpaly CEHCOPHOU NH(OpMaLNK ¢ perynupyromei
(dyHKIMEH MO3KeYKa; C MOPaKEHHWEM LEHTPAIBLHOTO
U nepudepruuecKoro BecTUOYIIPHOTO, CIyXOBOro adg-
(bepeHTHBIX yTel [39—42].

CocrosiHus, koraa 00IbHOM Ka3a10Ch, YTO OHA «HAXO-
JUTCSI CBEPXY U OTTY/a CMOTPHT Ha ceOsl; BCE CTAHOBUT-
Cs1 KAKUM-TO HE TAKUM, B TEMHOM CBETE» COOTBETCTBYIOT
AyTOICUXUYECKOM, aJUIONICUXUYECKON Jepean3alun
U 1enepcoHann3auui. CUMITOMBI Jiepealn3auiy 1 Je-
NEePCOHAIN3AIIH MOTYT OBITh ITPOsIBICHHEM (HOKATBEHON
SMUJICTICUUH, BEPOSITHOCTH KOTOPOi B HaIlleM HaOJroze-
HUH TOATBEP)KIAaeTCs HEMPOU3BOIBHBIM MOUYEHCITYCKa-
HHEM, MTHOBEHHBIM HAa4aJIOM U OKOHYaHHEM IPUCTYTIOB,
UX HeOOJBIION MPOIOIKUTENBbHOCTHIO. KnnHudeckas
kaptiuHa COb MoxeT BKiII04aTh B ce0sl SIMIIEITHIECKUE
napokcu3msl [43]. Ha oqHOKpaTHO pon3BeaeHHoi DO
OTKJIOHEHHUH He OOHapY>KEHO, MPHUCTYIIBI HAOIIONANINChH
TONBKO B mepuon peruaua COb u HU pa3y HE BO3HUKA-
7¥ B AajbHeHmeM. [ okoHuaTenbHOro BBIBOJA HEOO-
XOIMMO JlaNbHeIee HaOmoneHue.

MuUHHUMaNBEHO BBIPAKEHHBIA MO3KEUKOBBIN CUHAPOM
B HaIllleM HaONIOJICHUH 3aperuCTPUPOBAH MpH 000CcTpe-
Huu COBb, CTaHOBUTCS OTYETIMBBIM B MEPUOJ MAaKCH-
MaJbHOTO TMIPOSBICHHS MATOJOTHYECKOro Ipolecca,
COBITa/1asi C MOSABJICHUEM MTOAKOPKOBOTO CHHApPOMa (Tpe-
MOp U HacCWJIbCTBEHHBIE CrHOaTeNbHO-pa3rubarenbHbIe
JBIDKCHHMS MAJIbLEB KUCTEH PyK), B JalbHEHIIEM TOJIHO-
CTBIO perpeccupyer BMeCTe C IPYTHMHU HPOSBICHUIMHU
COBb, ¢oCI'b.

CymecTtByeT MHEHHE 00 HMHTAaKTHOCTH MO3KEUKa
npu COb. OHo 0azupyeTcs Ha 0COOEHHOCTAX KIMHUKH
MO3KEYKOBOTO CHH/IPOMA y OOJBHBIX C JAaHHOW MaToJI0-
ruell — OONbHBIE yTPauUBaIOT BO3MOXKHOCTh NEPEIBH-
rarbcs 0e3 MOIICPIKKH, TePEKT YCHIMBACTCS B TEMHOTE
(mpU3HAK CEHCUTHBHOMN aTaKCHUH ), BMECTE C TEM MBbIILIEY-
HO-CYCTaBHO€ YYBCTBO y HUX OCTAETCS COXPAHHbIM, YTO
o0bscHseTCS BhINaieHneM adepeHTanru oT CycTaBoB,
NOBpeKAeHUEM apPepeHTHBIX BOJIOKOH MBIIICYHBIX Be-
peTeH, a Takke apdepeHTHBIX CBsiI3ell Mokeuka [44].
BosmoxkHOCTh HapymieHus: addepeHTHBIX CBsi3ed MO3-
KEUKa MOAJEPKHUBACTCSI COXPAHHOCTHIO MBILICYHO-CY-
CTaBHOTO YYBCTBA U OCOOEHHOCTHIO KIIMHUYECKHX IPO-
SIBICHUH CTaTU4ECKOW aTakCHH, KOTOpas y MalHueHTKH
MpeCTaBJIcHa JIMIIb MOJOXKHUTEIbHON mpodoit dya—Te-
BeHapa. B Hamem ciydae kakue-nubo CTpyKTYpHBIE U3-
MEHEHHSI CO CTOPOHBI MO3KEUKOBBIX CTPYKTYp HE OBLITH
BBISBJICHBI, IMEJIUCh OYard OTIOKEHHsI TeMOCHAECPUHA
C HEU3BECTHBIM CpPOKOM JaBHOCTH, IPOUCXOXKIECHUE
Y 3HAYUMOCTB KOTOPBIX HE YAal0Ch BBICHUTb.

W3BecTHO, 4TO KOPOHABUPYCHAS HHPEKIHSI, CIIOCO0-
CTBYET IPOSIBICHHUIO, OOOCTPEHHIO M MPOrPEeCcCHpOBa-
HUIO MPHOOPETEHHBIX, HACIECTBEHHBIX, U IPYyTUX 3a00-
neBaHuil [45-47]. Hanuuue TyroyxoCTH U perucrpanus
MO3KEUKOBBIX CHMIITOMOB JI€Najd HEOOXOIUMBIM -
arHOCTUKY HACJIEACTBEHHBIX HEHpOAEreHepaTUBHBIX
3a005€BaHMif, B YaCTHOCTH, CIIMHOLIEPEOEIIAPHYIO
arakcuro 5 wim 6 tumoB. O06e QOpMBI TpenCcTaBICHB
MEIJIEHHO MPOTrPECCUpYIOIIel TYIOBUIIHON arakcu-
eil, HauMHAIOLIEHCSl UCTIOABOJIb B CPEJHEM U CTaplleM
Bo3pacrax [45, 46]. B cBA3u ¢ 3TUM MalUeHTKe OBLIO
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MpoOBeeHO uccienoBanue Myrtanuii B reHax ATXI,
ATX2, ATX3, CACNAIA, ATX7, FXM, He BELIIBHB-
MM JaHHbIE MyTalll{, YTO yKa3bIBaeT Ha HU3KYIO Be-
POATHOCTh CIUHOIEPEOEIUTSIPHBIX aTakcuii 1, 2, 3, 6, 7
TUNOB. DTH JJaHHbIE BMECTE C HAONIOACHUEM 3a JTUHa-
MHKOH MO3KEUKOBOT'O CHHIIPOMA ITO3BOJIMIIN OTKA3aThCs
OT HACJIEICTBEHHOTO I'eHe3a MO3KEUYKOBBIX HapyIIEHUI
U cBA3aTh Ux noseieHue ¢ COb.

Coueranue B HameMm Haomoneanu COb ¢ ¢CI'b —
[TO3BOJIMJIM TUarHOCTUPOBATh Y OONBbHON EPEKPECTHBIN
cunapoM. Hwmeromasics koMopouaHocth MuSK-MI'
¢ 3a007I€BaHUSIMH B CTPYKTYpPE IEPEKPECTHOIO CUHAPO-
Ma BBI3BIBAJIO BOIpoCc — MOXkHO Ju MuSK-MI" mocra-
BUTbH B OAMH Pl C 32001€BaHUSMH, aCCOLMUPOBAHHBIMHU
C TAaHIJIMO3UIHBIMH aHTHUTENaMHU. J[ucconmarnus Mexmy
perpeccom knuHm4Yeckux mposeiueHnit COb u ¢CI'b
u mporpeccupoBanrneM MuSK MI'; HeomHOKpaTHBIE
OTpHLATENIbHBIE PE3YAbTaThl HCCIIENOBAHUI HA KO-
3UJIHBIE AHTHUTENA; PE3yNbTaTbl MMMYHOJIOTMYECKOTO
HCCIICIOBAaHUS], CBUICTENbCTBOBABIINE O BEPOSTHOCTU
XPOHUYECKOW BUPYCHOU MH(PEKINU C TEKYIIUM UMMYH-
HBIM KOH(JIMKTOM B HaIlleM HaOIIOICHNUH, OTPULIAIN Ta-
KyI0 BO3MOXKHOCTb.

Huddepenumanbuplii AUarHo3 NPOBOAMICS C CHH-
npom CLIPPERS; Helipocapkonao3om, 0one3nbio bex-
yeTa; ayTOMMMYHHBIMH 3HIepanutamu [48—51]. Bepo-
SATHOCTh IEPEYUCIICHHBIX 3a00JIeBaHUI HMCKIIIOYAIach
O0COOCHHOCTSIMH KJIMHUYECKHUX IPOSBICHUM, a TaKxke
coueranueM COb ¢ PCI'b; cooTBeTcTBYIOIIME 06CTEN0-
BaHMS HE MOATBEPIAMIM OHKOJIOTMYECKHE M CUCTEMHBIE
3a00NeBaHMs.

3akioueHnue

JaHHoe KIMHUYecKoe HaOoleHne MOKHO paccMa-
TPUBATh KaK BIIEPBbIE ONMCAHHBIN Cy4yail KOMOMHAIMN
MuSK-MuacTeHny rpaBUC € IEPEKPECTHBIM CUHIPOMOM
cTBOJIOBOTO 3HIEehanuta bukepcradda u cuHIpOMa
l'nitena — Bappe ( uepBuko-6paxuo-nuieBoit Gopmoi).

KongaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHU KOH(IIMKTA HHTEPECOB.

dunaHcupoBaHue. MccnenoBanue nposeneHo 0e3
CIIOHCOPCKOM MOJJIEPIKKH.

Co0uronenne npas nauMeHToB. [lannent noanucan
MHQOPMHUPOBAHHOE corlacHe Ha IMyOIIMKAIHI0 CBOHMX
JaHHBIX.
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