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IIpedcmasnen cnyuaii 60ko6020 amuompoguueckozo ckneposa (BAC) y 52-nemneeo mysuunol. 3ab6onesarue
debromuposano nocie nepeHeceHHoOl KOPOHABUPYCHOT UHPeKUUU U CKPBLBATIOCH N00 MACKOLL 0CeoXoHOpPo3a,
XPOHUUECKOT B0CNANIUMENILHOU NONUHEBPONAMUL, nonuMmuosuma. IIpo6oouniuce cmayuoHapHoe neveHue,
nabopamopHuie U UHCMPYyMeHMANbHbLE UcCTe008aHus. Tem He MeHee YCMaHO8UMb 0UAzHO3 YOAnocy

cnycms 200 u mpu mecsua om Ooebroma 3abonesanus. Heyknonrno npozpeccupyroujee meuerue bAC npuseno
K 71emManvHoMy UCX00Y Hepe3 nNoamopa 2004 oOm HA4ana pas6umus KauHu4eckot kapmunol. IIpu Hanuuuu
uemko cPoPMynUPOBAHHBIX OUAZHOCMUYECKUX KpUmepues nocmanoska ouazHosa BAC cyujecmeento

3ampyoHeHa.

Kniouesvie cnosa: 60xosoti amuompoduueckuii cknepos, HetipodezeHepamueroe 3a060ne6anue, 06uzamesnvHole
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AKTyanbHocTb

BoxkoBoit amnorpoduuecknit ckiepos (BAC) — mporpec-
cupylolilee HellpofiereHepaTUBHOe 3a00/eBaHme, KOTO-
poe XapaKTepu3yeTcs IPeUMYIIeCTBEHHO COYeTaHHbIM
NOpa>keHMEM HEVPOHOB MOTOPHOJ KOPbI, KOPTUKOCIIN-
HaJIbHBIX Y KOPTUKOHYK/ICApHBIX TPAKTOB, a TAK)Xe [BU-
raTe/IbHBIX HEIIPOHOB CTBOJIA U IE€PeNHIX POroB CIIVH-
HOTO MO3Ta, BBI3BIBAIOIIUM VX TMOENb, ¥ NPOSABIAETC,
KaK NpaBWUIO, HApAaCTAaHMEM CMEIIaHHBIX (CIacTMKO-
aTpo¢uIecKnx) MapesoB MbIIIL] KOHEYHOCTE, TY/I0BU-
13, [{BIXATeIbHOI MYCKYIaTyphl, pa3BuTHeM Oymbbap-
HOTO 1 ICeBOOYIbOAPHOIO CUHPOMOB, YTO IPUBORUT
K cMepTy 60IBHOTO B TedeHMe 3-5 jieT oT febrota 3a6o-
neBaund [1-3].

Tounsle MexaHnsmsl naroreresa BAC u ero ocob6eHHO-
CTM IIpU PA3/MYHBIX KIMHNYECKNX BapUaHTax 3aboe-
BaHIIA 10 KOHIJA He M3y4eHbl. B mocnenHee necatuneTvie
aKTUBHO VICCTIEAYIOTCS MOJIEKY/IIPHO-TeHETUYECKIUe ac-
HeKTHI, IeXalllyie B OCHOBE Pa3BUTIsI MATOMTOTUYECKOTO
mpotecca. BobIIMHCTBO MaLMEeHTOB CTPAJAIOT CIIOpa-
nudeckoit popmoit BAC. Ha nomro ceMelHbIX BApMaHTOB
npuxoanuTca okono 5-20% cnyyaes. OfHaKO UMEIOTCA
IaHHBIE, YTO ¥ POJCTBEHHUKOB G6OMBHOTO PYCK BO3SHMK-
HOBeHMsI 3a60/1eBaHMs HOBBIIIEH, a Y TALMEHTOB CO CIIO-
pagudeckumu popMaMy HepegKo O0OHAPYKUBAIOTCS
Mmyrtanuu B reHax SOD1 u C9orf72, BrIABIAEMbIe IPU
cemelinbIx ¢popmax BAC [4-6].

B mopasssiiomeM 60IbIINHCTBE CIy4aeB IPUIMHA BO3-
HYKHOBEHNSI CIIOPAANIecKNX (POPM OCTAETCsT HEBbISIC-
HeHHOIT. O6CY)X/JaeTcsl POIb 9K30TeHHBIX (HAKTOPOB,
TaKMX KaK KypeHue, BO3Ie/CTBIE TSDKEIbIX MeTa/IoB
(pTyTB, CBUHEL, Ce/leH), TECTULIOB, BUPYCOB, 0COOEH-
HOCTM IUTAHMUs, TPABMBI, IPOPECCHOHANBHOE 3aHATIE
coprom [7].

Taxum o6pasom, BAC saBiseTcss MHOroakTOpHBIM 3260-
JleBaHMeM, B PasBUTUM KOTOPOTO 3HAUMMYIO POJIb UTpa-
eT coveTaHue MOMEKY/IIPHO-TeHeTIIECKIX, IIITE€HEeTH -
YJeCKIIX, a TakoKe (PaKTOpPOB OKpy>Kaloleit cpensl [1, 8, 9].

Knunnueckuin cnyvait

bonbnoit B., 52 ropa, pycckuit, IOCTYNII Ha CTallIOHAP-
HOe JIeueHIe B HeBPOIOTMIeCKOe OT/eeHne TIoMeH KOt
obnmacTHOM KIMHMYecKol 6ompHMIel N 1 10 okTsabpst
2023 1. ¢ xano6amu Ha cabocTb ¥ 60/Ib B KOHEYHOCTAX,
HEBO3MOYXHOCTDb CAMOCTOATENbHO IIePeBUTATCA.

B aBrycre 2022 r. mepeHec KOPOHABUPYCHYIO MHPEKIHIO,
KOTOpas IpOTeKasla C BBICOKONM TeMIlepaTypol, BhIpa-
JKEHHOIT 60/IBI0 B ITOSICHUYHOM 06/1aCTH, KIy4eit 60/Ibi0
B Gefpax, c1abOCTbIO IPOKCYMAIBHOI I'PYIIIBI MBIIII]
HIDKHMX KOHEYHOCTeN! 1 MBIIII] Ta30BOTO Mosca. B ceH-
Ts106pe 2022 . MalMeHT CTaI OTMeYaTh CTabOCTb B CTOMAX
[IpY [UINTENbHOI X0AbOe, KOTOpas IPOXOAN/Ia IIOC/Ie OT-
[bIXa, CTabOCTh B MBILII[AX TA30BOTO [0sICa, Oefep, 13-3a
4ero 0OpaTuiICs K HeBpOJIOTY.

JddekTBHaA hapmakoTepanua. 27/2024



Anextponeitpomuorpadpus (SHMI) ot 30 ceHTs6ps
2022 r. noKasaja IpMU3HAKM HAa4aJbHOM BETE€TATUBHO-
CEHCOPHOII NOIMHEBPONATUM HVKHUX KOHEUHOCTE,
KOCBEHHbIe IIPU3HAKY AUCPYHKINN KOPEIIKOB Ha YPOB-
He L4—Ls ¢ IByX CTOPOH ¢ Ipu3HaKaMy MOTOPHOI HEBPO-
HaTuy Mano6eproBbIX HepBoB. C y4eTOM KIMHIYECKUX
JaHHBIX U pe3y/IbTaTOB HellpOoQpU3NOTOTNIeCKOr0O 1C-
CIefloBaHys ObIT BBICTAB/IEH JYATHO3: IIOTIMHEBPOIIATHA
CTI0XKHOTO TeHe3a, MOTOPHO-CEeHCOpHas popma.

C 2 o 21 Hos6ps 2022 I. MALMEHT IO MOBOAY C1aboCTn
U TSDKECTY B NMPOKCVMAIbHON I'PYIINIe MBI HYDKHMX
KOHEYHOCTEN U MOSACHUYHOI 00/1acT! MPOXOAVI CTAl{AO-
HapHOe JIe4eHMe C IMaTHO30M: JiereHepaTUBHO-IUCTPO-
¢duueckas 6071€3Hb MO3BOHOYHMKA, CTEHO3 [T03BOHOYHO-
ro KaHa/ia Ha ypoBHe L;-L,. Bo Bpemsa rocnmranusanym
BIIEpBbIC OTMEYA/IOCh NOBBIIIEHYIe YPOBHA KpeaTuHdoc-
¢doxnnassl (KOK) mo 383 EJl/n. [lanimeHT OTMETHI I1OSIB-
JIeHMe TIOfIepTMBAHMII MBILIIL B Pa3/INYHbIX YaCTAX Tera.
B ¢epane 2023 r. o6patiics K HeBpoOIOry aMOymaTop-
Ho. HeBporrornmyecknii cTaTyc: MbILIeYHAA CUJIa BEPXHIX
KOHEYHOCTel1 — 5 0a/I/I0B, HVDKHUX CHIDKEHA AMCTaIbHO
1o 2-3 6asII0B, CYXOXMIbHBIE pedIeKChl ¢ HIDKHUX KO-
HEYHOCTel CHVDKEHBI, HapyLIeH!sA YyBCTBUTEIbHOCTH
OTCYTCTBYIOT.

Crumynanuonsasa OHMI or 1 despana 2023 r.: npu-
3HaKJM aKCOHA/IbHOJ IO/IMHEBPONATUN, BTOPUYHOM
fleMMeTMHU3AIVN, YTO MOIJIO COOTBETCTBOBATb KpUTe-
pUsAM MOTOPHOII POPMBI XPOHUIECKOI BOCTIANTUTENb-
HOIl JeMuenHM3upyolerl nonuuesponarun (XBIII)
(Heob6xopumo nuddepeHINPOBATh OT HPOrPeccUpy-
Iolleil MpInteyHoy amuorpodun). Mronpyaras SHMI
oT 2 ¢eBpana 2023 r.: IpMU3HAKK IIEPECTPOKY MBbIIIIL
[0 BTOPUYHOMY HeifpOreHHOMY TUITYy Ha IOSACHUYHOM
U B MEHbIIEN CTENEHN Ha IIEeHOM yPOBHE, IIPU3HAKN
TeKyuien 6ypH0171 JeHepBany B IepefHeNn 6osble-
6epLIoBOIT ¥ IapacnMHANAbHOIN Mbliax. IlomydeHHbIe
JlaHHBIE MOITIY YKa3bIBaTh Ha IPOTPeCcCUPYIOIIYI0 MBbI-
MIEYHYI0 aTpO(UI0 MM aKCOHAIBHYI0O MOTOPHYIO IIO-
JIHEBPOIATHIO.

MarHuTtHo-pe3oHaHcHas Tomorpadus (MPT) noscuHuy-
HBIX CIUTeTeHMil 6e3 KOoHTpacTa oT 3 ¢eBpansa 2023 r.:
KOPEILIKY U CTBOJBI CIVIETEHNA He TUIIepTPODUPOBAHBL
Yposenb KOK (1o cocrostumio Ha 3 ¢espansa 2023 1.) —
550 E[l/n (moBblien), mokasarens C-peakTMBHOTO 6enka
(CPB) (ot 22 mapta 2023 .) — 1,8 mMr/pn (ioBBIILIEH).
Hesponorom ycTaHOBI/IeH iarHo3: 60/Ie3HDb JBUTaTeNb-
Horo HelipoHa (?). [Iporpeccupyiomias MblllIe4Has aTpo-
¢bua (?).

ITanuent 25 MapTa 2023 I. KOHCY/IBTMPOBAH PEBMaTOJO-
roM aMOy/IaTOpHO, BLICTAB/IEH AMArHO3: IOMUMUO3UT (3).
PexoMeHIOBaH NpyeM MeTUIIPENHMU30M0HA 24 MI/CYT.
[TanyenT IpMHUMA IpenapaT B TeYeHue IecTy JHel —
6e3 apdekra.

C 2 1o 12 anpena 2023 1. mpoXOANI CTaIlIOHAPHOE JIede-
HUE B YC/IOBMAX HEBPOIOTMYECKOTO OTAE/IEHN C uar-
Hoszom: XBJIII, BAmblit HYDKHUI Napanapes, Helipopuc-
TpoduUUIEeCKMit CUHAPOM, BTOPUYHBII MUOIATUYECKII
CUHJPOM.

HeBponorndecknit cTaTyc mpy roCIUTANN3ALNA: 06-
IIeMO3TOBble CYMIITOMBI ¥ MEHMHIeaJbHble CUMIITO-

Hesponorua u ncuxmatpus
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MBI OTpuLaTenbHble. YepemnHble HEPBBI O€3 MaTOMIOTNN.
Cuta MBI BEPXHMX KOHeyHOCTell — 5 6amnos. Cua
MBIIIII HVDKHUX KOHEYHOCTEN CHIDKeHa [0 3 6ajios.
CyxoxnnbHble pedIeKChl ¢ BepXHUX KOHEIHOCTeN yMe-
PEHHOI XXUBOCTH, CUMMETPUYHBIE; C HIDKHUX KOHEU-
HOCTell — CHIDKEHBI, CUMMeTpUYHBbI. IlaTonmornueckux
pedrexcoB Her.

Crumynanuonsaa OHMI ot 10 ampena 2023 r.: pe3ynb-
TaThbl YKa3bIBa/IM Ha HeBPaJIbHOE MOpaXkeHNe HIDKHUX
KOHEYHOCTel! C BTOPMYHOJ MBIIIEYHOI TUIIOTPOdueit.
[ManyeHT nomyvasn nedeHne IpefHN3010HOM 90 Mr/cyT
BHYTPVBEHHO B TeueHUe JeCATH JHell, HellpoMeTabonu-
4ecKYyIo Tepanuio.

Yposenb KOK B nepuop rocnutanmusanyy BapbupoBal-
cs1: 175,214 u 164 ENl/n (Hopma — 24,0-195,0 E[l/n). Ypo-
BeHb CPB - 0,03 mr/pn (Hopma < 1,0 mr/p).
HeBponornyecknit cTaTyc npu BBINNUCKE U3 HEBPOIO-
TMYeCKOTo OTJe/eHMA: CM/Ia MBI BEpXHUX KOHEUHO-
cTell — 5 6a/UI0B, HIDKHUX KOHEYHOCTE CHIDKEHA [0
3 6ayioB.

Takum obpaszoMm, Ha QoOHe NeYeHUs IONOXKUTENIbHON
AMHAMUKY He HaOmoganock. [loce BBIMCKN peKOMeH-
TOBaHbl MeTUIIPeNHN307I0H 40 MI/CYT Yepe3 JeHb, THU-
OKTOBasl KMC/IOTA, AUIMPUAAMOI, UTIMJAKPIH.

C 27 anpensa o 19 mas 2023 T. manyeHT IPOXOAUII CTa-
LIMIOHApHOe JIeYeHle B PeBMAaTO/IOTMYECKOM OT/e/IeHUN
TroMeHCKOI 06/1aCTHON KIMHUYECKO O0MbHMUIIBI Ne 1
C AMarHo3oM: MMO3UT, acconuupoBaHHbll ¢ XBJII,
OK 3.

MPT wmbn 6emep ot 2 Mas 2023 I.: BIpa>KeHHBIE CUM-
MeTpu4Hble aTpoduyecKne M3MeHeHUs MbIIIL Gefep
BCeX I'PYIII C pacliMpeHNeM MeXMBILIIEYHBIX XXIPOBbIX
NIPOC/IOEK, YMEPEHHO BbIPa>XECHHBINI OCTATOYHBIN OTEK
MBIIIIL] TPUBOAAIIUX TPYIII Oefiep ¢ 06erx CTOPOH.

Bo Bpems rocniuranusanum B peBMaTONIOIMYECKOM OTJe-
TIEHUM 320YHO KOHCY/IbTUMPOBaH cnenmanuctamyu HMN
peBmaronoruu uM. B.A. HacoHoBOII: TaHHBIX 00 MAVO-
MMaTN4eCKOM MOTMMUO3UTE HET.

Hesponorndeckuit ctaTyc npy BBIIVMCKE: CMJIa MBIIII]
BEPXHUX KOHEYHOCTeN — 5 6ayIoB, HIKHUX CHYDKEHA
IIPOKCUMANBHO Ji0 3,5 6anna, [UCTanbHO [0 2 6ajIIoB.
[TanyeHT momyyan MeTUINpeaHU30/M0H 20 MI/CyT B Te-
venne 21 gus, L-xapHutnH, Mekcuorn, neHToKcnui-
TIVH, TUOKTOBYIO KMCIIOTY, oMenpason. Ilanuenty peko-
MeH/I0OBaHbI TPOJO/DKEHNE /IEYeHNA Y HEBPOJIOTa, IpUeM
MeTUIIpeHN30/M0Ha 20 MI/CYT C IOCTENIeHHbIM CHU-
JKeHIeM LO3Bl 1O [TOTHOM OTMeHbI mpemnapara. Ha done
IIUTENBHOM KOPTUKOCTEPOUTHONM T€PANNM YBEINYEHNA
CUJIBI MBIIIL] HE OTMEYANoCh, HAGIIOIAIOCh IPOTpec-
CUpOBaHNE [IBUTATeTbHBIX HAapYLIEHU, YBeININIACh
aTpodus MBILIL KOHEYHOCTEN, IPeUMYILIeCTBEHHO
B IPOKCUMA/IbHOI IPYTINe MBI,

Anammes wusnu. Co c1oB nanmenra, B 2021 r. (main -
MIOHD) BaKIMHUPOBAJICA OT A TEPUL, KIIEI[eBOroO HIle-
¢damura, COVID-19 (Cnytauk-V). B suBape 2022 r. me-
TOZIOM TTOoIMMepasHoii LenHou peakuny (IILIP) BeisBeH
BupycHsii rematut C (BI'C). [Tonyyan npotuBoBupyc-
Hoe jtedeHne (codocOysup + maxmaracsup). IIIP PHK
BI'C ot 17 ¢eBpansa 2023 r. — oTpHIjaTeIbHO. AHTUTENIA
K BupycHomy renartuty C Bprasnanucsk ¢ 2001 r., 4ro na-
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I[VIeHT CBA3bIBAJI C IPSIMBIM IlepeBaHyeM KPOBH B IeT-
cTBe. [IBaX/bl IIepeHeC KOPOHABUPYCHYIO MH(EKIMIO
(uronb n aBryct 2022 1.).
Nudexnuonucrom 28 Hos6ps 2022 1. yCTAaHOBIEH AHU-
arHos3: mpuobpeTeHHbII Bupyc OmmreitHa - Bapp
(TILIP+ ot 23 HOs16pst 2022 1.), akTUBHBII. TOKCOMIa3mMo3
HepBUYHO-XPOHMYECKUIL, IPUOOpeTeHHBIN, BHe 000-
crpenuda. Xpoundeckuit BI'C, yctoituuBbiil BUpycosno-
rimdeckuii oreet. Ilomydan NpoTMBOBUPYCHYIO TEPANNIO
(BamanukmoByp 1000 mr/cyt 14 gueii). ITocne nevenns
ITIP xposu x JHK Bupyca Smmreiina — bapp ot 3 des-
pana 2023 1. — OTpULIATE/IbHO.
Hesponozuueckuti cmamyc npu eocnumanusayuu. Ila-
LMeHT B CO3HAHUM, afleKBaTeH, KPUTHUKA COXpaHeHa.
O611eM03roBast 1 MEHVHTea/IbHast CUMIITOMATUKa OT-
CyTcTBYeT. [lTasopBuraTe/bHble HepBbI 6€3 aTOMIOT M.
JIunjo cuMMeTpuyHoe. fA3bIK IO cpefjHel TMHUY, JIeT-
Kre GacluKyIaunn sA3bika. Pedekcel opanbHOToO aB-
TOMaTu3Ma: X060TKOBBIII, TAZOHHO-TIOL60POJOYHBII
(Mapuaecky — Pagosuy). Jlerkasa gucponus. Imora-
HUe He HapyueHo. Pediexc ¢ Mmarkoro He6a u rmoroy-
HBIT pedexc cHubKeHBI. [Tatonornyeckue pedraexcs
OpaZbHOTO aBTOMAaTM3Ma. MbIIIeYHas CUlIa BEPXHUX
KOHe4YHOCTell — 4-5-5 6aj/utoB cneBa, 3-3-5 6a/UIoB
cupasa. [Ipu BbIIOTHeHNU BepxHeil npo6bl bappe -
IIOCTENeHHOE CHYDKEHMe CUJIBL B IIPaBoil pykKe (pyka
omyckaercs depe3 10-15 cekyH[), 3aTeM IMaLMeHTY
He yJaeTcsA IOTHATb PYKy B 3aJJaHHOE IIOJNOXKeHUe
(cuma B pyke BO3pacTaeT IIOCIe OTHbIXa B TeYeHUE
5-7 MUHYT). MBlllIe4Has CUIa HIDKHUX KOHEYHOCTell —
0-0-1 6ann cupasa, 0-0-0 6anoB creBa. MblleYHbI
TOHYC B KOHEUHOCTSX CHIDKeH. ATpodus mpenmy1ie-
CTBEHHO NPOKCUMaJIbHBIX TPYIII MBIIIL KOHEYHOCTEIH,
cnunsbl. [IceBpornmeprpodusa MpINIL Ile4a ¢ ABYX
CTOPOH. Pedrexcnl ¢ BepXHIX KOHEYHOCTEV! CHVKEHBI
CUMMeTPUYHO. PedieKchl ¢ HM>KHUX KOHEYHOCTEN OT-
CYTCTBYIOT. BpromHble pedexcst S = D, cHMOKeHBI, TH-
[OTOHMS MBIIIL TepenHeit GpiourHoit cTrenku. Cra-
60CTb AbIXaTeTbHOM MYCKynaTypsl. ITaTonormyeckue
cTomHble pedieKchl OTCYTCTBYIOT. IlanbplieHoCOBad
mpoba ceBa U CIipaBa He U3MeHeHa. [loBepXHOCTHas
9YBCTBUTENIbHOCTb — MO3aYHOE CHIDKEHME YYBCTBU-
TEJIbHOCTY B HIDKHUX KOHEYHOCTsX. ['ry6oKas 4yBCT-
BUTETIbHOCTD COXpaHeHa. KOHTpoIb pyHKIIMY Ta30BbIX
OpraHOB COXpaHEeH.
IIpedsapumenvoiii Ouaenos. XBIII (?). MuonaTus He-
yrouHeHHas (?).
Pesynomamot 1a60pamopHbIX U UHCIMPYMEHMATIDHBIX UC-
c71e008aHUIL:
= or 11 oxTa6psa 2023 r.. obwuil aHamM3 KpoBHU, 00-
VT aHalIuM3 MOYM, KOarylorpaMma, OMOXMMMYe-
CKMIT aHalM3, MOHOTPAMMA, peaKLusA MUKpOIpe-
LIUNNTanuK Ha cuduiuc — 6e3 maToaorun. YpoBHU
CPB - 0,07 mr/gn (< 1,0 Mr/In), KOK - 197 EII/n.
Anturena x B/Y nHe BbIABnmeHbl. AHTuTena x BI'C
(cyMMapHBIiT) — IOJIOKUTENBHO;
= or 12 oxtsab6ps 2023 r. anturena kmacca G K BU-
pycy mpocToro repmeca 1-ro M 2-r0 THUIOB -
1:1600 PE/mn (IIOMOXMTENBHO); aHTUTENA Kmacca M
K BUPYCY IIPOCTOrO repreca 1-ro u 2-ro TMIIOB — OT-

pUIIATeNbHO; aHTMUTeNa Kimacca G K IMTOMeETanoBM-
pycy - 1,9 1:1000 PE/Mn (monoxXuTenpHo); aHTUTeNA
Kmacca M K IUTOMeTraioBUPYCy — OTPUIIATENIbHO;
= 0T 13 oktsa6ps 2023 r.: aHTUTena Kmacca G K BUPYCY
KiIeleBoro suedamra — Tutp > 1/40 PE/mi; anTu-
Tela Kmacca M K BUPYCY KilellleBOro sHuedamura —
OTPUILIATeTIbHO; aHTUTeNa Knacca M K Bo3OymuTero
KiIeleBoro 6oppennosa (6onesus Jlajima) — otpuia-
Te/IbHO;
= ot 16 okTsa6ps 2023 r.: anTMTeNa KIMacca G K TOKCO-
mwiasme — 177,7 ME/mn (IIOM0OXUTENBHO); aHTUTEIA
Kacca M K TOKCOIUIa3Me — OTPUIIATENbHO.
O6LMiT aHa/IN3 CIIMHHOMO3TOBOI XXUIKOCTU OT 13 OK-
Ts16pst 2023 . 1MTO3 — 3 KIIeTKM B 1 MKIT; 061111171 6€/10K —
0,1 r/m; uBer — GecuBeTHAsT; IPO3PAYHOCTD — IIOMTHAS;
peakums — 10, pesko miero9Has.
VimMyHorpamma o61mast o 17 oka6ps 2023 r.: meitkoru-
TH — 4,3 x 10°/m; CD16+56 — NK-kneTkn (abcomoTHOE
3HaueHne) — 0,2 x 10°/n1; CD3/CD4 T-xenneps — 25,9%;
CD19 - B-mumdonutst — 9,1%; CD3/CD4 — T-xenmepsr
(abcomroTHoe 3Hauenne) — 0,42 x 10°/n; CD3/CD8 -
T-cyt — 40,7%; CD3/CD16+56 — TNK - 8%; CD16+56 -
NK-xnerxu — 11,4%; mumdonntst — 38%; CD3 - T-nmum-
dounmtsr — 1,29 x 10°/m; CD3 - T-mumdountsl — 79,2%:;
numdouuTts! (abcomoTHoe 3HaveHme) — 1,63 x 10°/1;
CD3/CD8 - T-cyt (abcomoTHOe 3HaueHue) — 0,67 x 10°/71;
Tur - 7,3; CD19 - B-nmumdonnursr - 0,15 x 10°/1;
CD4/CD8 - T-xenmepsnl/T-cyt (MMMyHOpeTyIATOPHBDII
nHpekc) - 0,6.
VccnegoBaHne ypoBHA CBIBOPOTOYHBIX MMMYHOITIO-
6ymunoB: G (27 oktabpa 2023 r.) - 4,1 r/n (HopMma -
7,0-16,0 r/m1), A (27 okTsabpsa 2023 r.) - 0,42 r/n
(mopma - 0,7-4,0 t/n), M (27 oxtabps 2023 r.) —
0,31 r/n (Hopma — 0,6-2,5 r/m), E (17 okts16pst 2023 1.) -
25,7 ME/mn (0,0-100,0 r/m).
Cruporpadus ot 12 oktabpsa 2023 r.: popcupoBaHHas
>KMsHeHHasa eMKocTh nerkux (OXKEJ) - 2,35 1 - 50,0%,
06peM HOpCUPOBAHHOTO BBILOXA 3 MEPBYI0 CEKYHIY
(ODB,) - 2,09 1 - 55,0%, ODB,/PXEJI - 89,25%. 3a-
KII04eHye: 3HauuTenbHoe cHivkenne YKEJI, 6ponxmans-
Has 0OCTPYKIMA CpeIHeil CTEIIeHN TKeCTH.
MPT ronoBHoro mosra ot 12 okts6pst 2023 r.: B T06HBIX
TOJISX C ABYX CTOPOH CYOKOPTUKA/IBHO OIpPENesioTCs
eVHUYHBIC MeJIKIe OYary 2-3 MM, TUIIepMHTEHCYBHbIE
Ha T2 u Flair; MP-kapTuHa MOXeT COOTBETCTBOBATh
AMCLMPKYIATOPHBIM N3MEHEHVAM TOTTOBHOTO MO3Ta.
MPT wmbiut 6emep oT 2 HOs6pst 2023 1.: cUMMeTpUYHAs
arpodust MelI Gefep Bcex IPYII PaBHOMEPHO C pac-
MIpeHNeM MeXMBIIIeYHBIX XIPOBBIX IIPOCIOEK, B -
HaMmuke oT 2 MadA 2023 I. — ¢ yXyjlIeHueM B BUfie IIpo-
rpeccupoBaHus aTpoduy co cTerenu 2a o 3 no Mercuri,
YMepeHHO BBIPa)KeHHDII OCTaTOYHBI OTEK MBIIIL] IIPHU-
BOASAIUX rpymn 6emep ¢ o6enx CTOpoH (B AMHAMMKE
C HapacTaHueM).
YnbTpa3ByKOBOE MCC/IEOBAaHNE MBIIII HIDKHNMX KOHed-
HoCTell OT 15 HoA6ps 2023 I.: MBIIIIBI HIDKHUX KOHEY-
HOCTEJ HEONHOPOJHOI 3XOCTPYKTYPHI, IIOBBILIEHHON
3XOT€HHOCTH, C OTepeil MBIIIEYHOV apXUTEKTOHUKH,
6osnble M3MeHEHNUsT BBIPAXKEHBI B MBIIII[AX TOICHEN
¢ 06enx CTOpOH.

JddekTBHaA hapmakoTepanua. 27/2024



Wronpyaras DHMI BepxHMX M HIUKHUX KOHEYHOCTEN
oT 12 oxTa6psa 2023 r.: He3HAYUTETbHOE KOTUYECTBO
norenuuanos ¢pubpuanuy (I1O) u monoxmuTeTBHBIX
octpeix BorH (IIOB) Bo Bcex McCIeOBaHHBIX MBIIIIIAX
yKa3bIBaeT Ha BATOTEKYLINI ITponecc feHepBauuu. I1a-
paMeTphl MOTEHIIMANOB IeICTBYA JIBUTATETbHBIX ey-
Hun (IIJJE) 6unernca usMeHeHBI 10 MMOTE€HHOMY TUILY,
HO MMOIIATMY€CKOr0 IaTTEPHA HE BBIAB/IEHO, YTO MOXKET
TPAKTOBATbCA KaK BTOPUYHBIN NPOLiecc, 00yCIOBIIeH-
HBIIT MeTaboIMYecKUMH HapylleHusMu. IIpu3HakoB
MOTOHEMPOHAJIBHOTO TIOPaKE€HNA HeT.
Mopdonorndeckoe uccnefoBaHye Ml OT 17 OKTAOps
2023 r.: Mopdomornyeckas KapTuHa FUCTPOPIIECKOil
MMOIIATUM C HEKPO3OM M aTpodell MoIepeIHOI0Noca-
ThIX MBI, JJOCTOBEpHbIE IPU3HAKN BOCIATNTEIbHOM
Muomnatuy (COrNacHO JaHHBIM MMMYHOTUCTOXUMUYE-
CKOTO UCCTIEOBAHYA) OTCYTCTBYIOT. [IpyamHbl mporecca
Ha OCHOBaHMM MOP(OIOTNIeCcKOil KAPTUHBI YCTAHOBUTD
HEBO3MOJKHO.

IvHaMuKa u ncxopabl

B HeBpOIOrMYECKOM OT/IEZIEHMN B IIEPUOT, TOCIUTANIN3A-
LIUM 110 PelIeHNIo 061e60IbHNYHOTO KOHCUINYMa ObLT
BBICTABJIEH INIPEeJJBAPUTEIbHBII [MATHO3: XPOHMYECKas
BOCIIAJINTE/NbHAA JJeMUeTMHI3VPYIOLIas MOMHEeBPOIIa-
tiA. [IpuHATO pemeHne o NpOBeNEHNN IATU CEAHCOB
miasmadepesa: 17 oktsa6ps 2023 r. — 600 mi1, 19 oKTs-
6ps1 — 800 M1, 23 OKTAOPst — 600 M1, 26 OKTsI6Pst — 800 M,
27 oxTs6pst — 600 mi1. Kpome Toro, BrocnemcTeun 65010
BBIITOJITHEHO BHYTPUBEHHOE BBEfEHME VIMMYHOITO0Y-
JIMHA Yell0BeKa HOPMAaJIbHOTO B PeXIMMe eXeJHEeBHBIX
uHOysuit B fose 0,4 I/KI/CyT B TedeHUe MATU IHEIL
Ha ¢oHe nmpoBoanmMoro edeHst OI0KUTENbHON JUHA-
MUKI He OTMeYanoch.

14 HOs16pst 2023 1. IpOBefeHA OYHAS TelleMESVIINHCKAs
KOHCynbTauus:A co cnenuanucramMmu HMUII um. B.A. An-
MasoBa. C y4eToM rpy6oro mopakeHys MbIIIL KOHeY-
HOCTell, Ha/mu4us 1ceBfobyabbapHoro u 6ynbbapHoro
CHMHPOMa PeKOMEH/IOBAHO BBINIOTHUTD 3/IEKTPOMIO-
rpa¢uio (OMI) MbIIIL, MHHEPBUPYEMBIX BBILIE KIIU-
HUYECKM NOPaKeHHOTO YPOBHA, [T BepUpUKaLUU
MOpa)keHNs [BUTATEbHOTO HeJIpOHAa Ha CTBOTOBOM
YpOBHe U TeHeTMYeCKOoe MCCefoBaHMe Ha MyTaluu
SOD1, CYorf72.

Uronpyataa OMI MBI KpaHMaNAbHOM TPYIIbI
ot 16 Hos6ps 2023 1.: mpaBast m. masseter: CpenHss [IU-
TenbHOCTD IIJJE yBenmndeHa, cpepuas ammmmryga IIJ1E
yBe/INY€Ha, BBIABIAETCA CIOHTaHHAsg aKTMBHOCTb -
1 TI®IT u 2 TIOB. JleBsie m. mentalis, m. facialis: cpen-
HAA AnuTenbHOCTH IIJIE yBenudeHa, cpeqHAA aMIUINTY-
ma I1JJE yBenu4yeHa, cnoHTaHHasA aKTUBHOCTb — 5 1D,
3 IIOII u 4 ITOB. 3aknioueHne: MONyYeHHbIe JaHHBIE
YKa3bIBAIOT Ha HajuM4ue y GONbHOTO TEKYIEero Helpo-
Ha/IbHOTO IpoIiecca. B mccienoBaHHbIX MBIIIIAX BbIAB-
JIeHDbI IIPU3HAKM JIeHePBaIIOHHO-PEVHHEPBAIVIOHHOTO
nponecca ¢ ysenndeHHbMI IIJE, sHaunTenbHO MpeBbI-
maromuMy Hopmy, u ITOLI.

Tenetnyeckoe uccnefgoBanue oT 27 HoA6pa 2023 r.: ma-
TOT€HHBIX BapMaHTOB B 3K30HaX 1, 2, 3, 4, 5 rena SOD1
He 0OHapy»XeHO.

Hesponorua u ncuxmatpus

KNMHNUeCkaa npakTika

KomnuectBo G4C2-1OBTOpPOB Ha MEpBOI ajljIeNiu TeHa
C9orf72 (24 nost6ps 2023 r.) - 2 (pedepencHoe 3Ha-
gyeHue < 30 G4C2-moBTOPOB — HOpMA); KOTMYECTBO
G4C2-noBTOpOB Ha BTOpOIi asrtenu rena C9orf72 (24 Ho-
s6ps12023 1.) - 8 (pedpepencroe 3nauenue < 30 G4C2-1o-
BTOPOB — HOpPMa).

[MaumenT 22 HOs16pst 2023 1. BBIMCAH JOMOIL C Iempec-
CcUBHBIM (OHOM HacTpoeHus. Ilpm BeINMCKe OBIIN
PeKOMEHJ0BaHbl aHTuaenpeccanTsl. IlanmuenT orka-
3a7ICsl UX IPUHUMATh. B TedeHMe Tpex HefleNnb OTKa-
3bIBajIcA oT npueMa mumy. C auBapsa 2024 r. Habmo-
[anoch GBICTpOE IPOrpeccHpoBaHMe ABIXaTeTbHBIX
HapymeHnii. 17 auBapsa 2024 1. HaCTynMI 1€ TaAbHbIN
ucxop. OT NaTOIOTOAHATOMUYECKOTO MCCIeflOBaHNA
JKE€Ha OTKa3aJach.

06cyxpaeHne

BoxoBoit aMnoTpoduuecKuit CKnepos siBIsgeTCs K-
HUYECKM TeTepOTeHHBIM 3abomeBaHmeM. PasHoobpa-
31e KIMHNYeCKNX GOpM IaTOIOrMYeCKOTo IIpoliecca
00ycIoBIeHO BO3pacToM AebioTa 3aboneBaHuA, Iep-
BOHAYa/JIbHOI JIOKaNAM3alyeil YpPOBHA HOPa>KeHUA
IBUTATEbHOI CUCTEMBI, TEMIIOM IPOrPECCMPOBAHMNS,
BapMATUBHOCTDIO CTENEHU IPOABIEHNUI IOPAKEHU
LeHTPaJIbHOTO U IepudepriecKoro MOTOHEPOHOB,
a TaKXXe MHO)XeCTBOM HEeMOTOPHBIX KIMHUYECKUX Ipo-
asnenni (1, 10, 11].

B 3aBMcHMOCTH OT IepBUYHO TOKATM3AL TOPAsKEHM
BBIAE/AIOT IBe OCHOBHbIe popmbl BAC - 6ynbpbapHyio
u cnyHaIbHYW. IlocnenHAs B cBOI ouepenb Moppasye-
NSIeTCSA Ha IIEeMHO-TPYAHYIO, MOSCHIYHO-KPECTIIOBYIO,
HIE/HYI0, BBICOKYIO M NEPBUYHO-T€HEPANTN3OBAHHYIO
¢dopmer [12, 13]. IIpu knaccudeckoM TedeHnu 3aborne-
BaHMs HAO/MIOAeTCsl COYeTaHNe TIPVM3HAKOB OPAXKEHNs
LIeHTPa/IbHOTO (BepXHero) U nepudepuieckoro (HIKHe-
r0) MOTOHEPOHOB.

Cpennuit BospacT fe610Ta 3ab0/1eBaHUA TPUXOTUTCH
Ha 40-60 net. Ognaxo oBeHunbHbIe Gopmbl BAC fe-
610THPYIOT B Bo3pacTe 25 JIeT 1 SBAIOTCS TeHeTHYe-
CKM 00yC/IOBNIeHHbIMY (MyTanuu B reHax: ALS2 — ren
ancui, ALS 4 - ren SETX, xopupyromuit 6enox ce-
HaTakcuH, ALS5 - ren cmarakcnH). Teyenue maro-
JIOTUYeCKOTO Mpoliecca IpK JaHHBIX popMax MMeeT
ceou ocobennoctu [11, 14, 15]. B kauHudeckoi
IIpaKTUKe HepeJKO BCTPEYaloTCs C/Iydan, XapaKTe-
pU3YIOIIMeCS U30NMPOBAHHBIM IIOPA)KEHMEM TOJIBKO
BEPXHETO MY TONMHKO HIDKHETO MOTOHepoHa [4, 14].
Hanpumep, natonornvecknit ren FUS ¢ ayrocomHo-
TOMMHAHTHBIM M ayTOCOMHO-PEeLIeCCMBHBIM TUIIOM
HacjIefjoBaHus, OOHapYy>KeHHBII Ipyu 3abomeBaHUN
¢ mpeo6nagaHueM IIPU3HAKOB MOPaXeHMs HIUKHe-
IO MOTOHEPOHA, HEPEKO CTAHOBUTCA NMPUYNHOIN
IOBEHUIBHOTO OBICTpO mporpeccupymomero BAC
¢ fe6roToM B Bo3pacTe 17-22 net. Ipyroit npumep —
myTanus reHa TARDBP, kotopasa acconumpyertcs
c passutueM BAC ¢ nmpeuMyliecTBeHHBIM IOpaXke-
HIUEeM BepXHEro MOTOHEIPOHa, a TaKXXe MOXeT OBITh
HIPUYNHOI Pa3BUTHUS TOOHO-BICOUHOI leMeHIun [4,
14, 15]. B oTfenpHBIX CIy4asix TedeHue 3ab0meBaHmus
KpaliHe pasHOOOPasHO M TPYAHO IIPOTHO3UPYEMO,
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YTO B 3HAUNMTE/NTbHOI Mepe OC/IOXHAET IIPOBefeHNe
KAMHUYECKUX UCCIenoBanmin [4].

ITpencraBnenne o BAC kak o 3aboneBaHuu ¢ U30INU-
POBaHHBIM NOpa)XEHMEM [ BUTATEIbHOM CUCTEMBI Me-
HseTCA. B 3apy0eXKHOI 1 0Te4eCTBEHHOI TUTEpaType
HosB/IAETCA Bee 60sblIe NHGOPMAUY 0 HAJIMINU IIPU
BAC Tak HasblBaeMbIX HEMOTOPHBIX cMMIITOMOB. Ha-
npuMep, y 10-15% nanuentos ¢ BAC HabmofgaoTcsa
KOTHUTMBHBIE HapYILIEHNs, COOTBETCTBYIOLME Juar-
HOCTMYECKUM KPUTEPUsM T0OHO-BUCOUHOI JeMeH-
nuu. Hepenko y 60/bHBIX PerMCTPUPYIOTCA CUMIITO-
MBI IaPKMHCOHM3MA, HeUyBCTBUTENIbHOTO K JIEBOJIOIIE,
unu coyeranme BAC ¢ 6omesnbio [Tapkuncona. [Ipu
3TOM IMALMEHThl OTBEYAIOT Ha JIeUeHMe IpenapaTaMu
nesoponsl [4, 16]. Mnorga BAC na6mogaercs Ha 03[ -
HMX CTafMAX ayTOCOMHO-JOMMUHAHTHBIX CIMHOIe-
pebenApHBIX aTaKCUil, a TaK)Ke COYeTaeTcs C TeHe-
TUYECKM MOATBEPXKAEHHOI 60me3Hbl0 [eHTUHITOHA.
Bornee dyeM y momoBUHBI 60TbHBIX OTMEYAIOTCSA IIPU-
3HAKM AUCPYHKIUU TOOHBIX [ONIEN, TaKMe KaK aIlaTus
u penpeccus. CyObeKTUBHbIE CCHCOPHbIe HapyLIeHUs
B 10% cny4yaeB 0OHApY>XKMBAIOTCSA NIPU BBHIIOTHEHUN
SHMI [4, 17].

Hecmotps Ha Haauume 4eTKO CHOPMYIUPOBAHHBIX
OUMArHOCTUYECKUX KPUTEepUeB, Ha CETOAHALIHUMN
IeHb mpobneMa mocTtaHoBKM guarHosa BAC ocra-
eTcsA aKTyaJbHOI BO BceM Mupe. COrnacHO pesyinb-
TaTaM KPYNHBIX MCCIeNOBAHUIL, BpeMs OT IOsBIIe-
HJA NEePBBIX CMMIITOMOB [0 IMOCTAHOBKM [MarHo3a
npu BAC cocraBnser okono 9-15 mecanes. B To xe
BpeMs 4acTOTa AMAarHOCTUYECKUX OMMOOK JOCTUTa-
eT 31-52% [18, 19]. B 2000 r. 65111 OIIy6/IMKOBAHBI
nuarHoctuveckue kputepuu El Escoria, xotopsie
He yTPauMBaIOT aKTyaJbHOCTU CETOHS M CUMUTAIOT-
€A 307I0TBIM CTaHZAPTOM IIPY ITOCTAHOBKE AMAaTHO3a.
Peub upeT 0 KIMHMUYECKUX, /TeKTPOU3nOIOrnye-
CKUX U TaTOMOPQOTOrMYeCKUX MPU3HAKaX IOpaXKe-
Hus nepudepruiecKoro MOTOHEPOHA, KIMHUYECKIX
NIPM3HAKAX IMOPAKeHNs IeHTPaJIbHOTO MOTOHENPO-
Ha, HEYKJIOHHO ITPOTPecCHpyolieM paclpoCcTpaHe-
HMM CUMIITOMOB B IIpeJie/iaX OfHO MV HECKONIbKMX
oceit muHepBauuy [14]. B 2015 r. guarHocTuveckue
kputepun El Escoria 6b11m mepecMOTpeHBI: guar-
HO3 BAC MoxeT ObITb YCTaHOBJIEH U B OTCYTCTBHE
K/IMHNYECKUX CUMIITOMOB IIOPa)keH! s BEPXHETro Mo-
TOHEIPOHa, eC/IU HabMo/laeTCsA IpOorpeccupoBaHme
IIaTOJIOTMYECKOTO Mpoljecca Ha Pas3sIMYHbBIX yPOB-
HsX [epebpocnnuanpHoi ocu [20]. PasHoo6pasue
xnHnYecknx popm BAC, HecoBepLUICHCTBO AMATHO-
CTUYECKUX KpUTepueB 3ab0NIeBaHMsA, a TaKXKe HU3-
Kasgd YYyBCTBUTENbHOCTb KAMHMYECKUX IPU3HAKOB
NOpa>keHMs LIeHTPaJbHOTO MOTOHENPOHA CYILecT-
BEHHO 3aTPYHHAIT CBOEBPEMEHHYIO IIOCTAHOBKY
muarsosa [1].

B mpeacTaBIeHHOM KIMHUYECKOM CIy4ae MaIMeHTY
nposopuncs auddepeHnnanbHbI IUaTHO3 ¢ pasInd-
HBIMM 3200/I€BaHMSIMMY, IIPU KOTOPBIX MOXeT HabImo-
JaTbCA NMOXOXKasd KIMHMYeCKas KapTuHa. [Ina Boc-
HaJUTe/IbHOJ MMONATUM XapaKTEepHO BBIOOPOYHOE
MOpakeHMe OT/IeMbHBIX TPYIN MBIII. Y IalMeHTa

HabT0amach reHepaan3oBaHHas aTpodusi MBIIIIL] KO-
HeyHOCTel ¥ Tynosuia. Kpome Toro, ais MuonaTun
BOCIMA/NMUTENbHOTO TeHe3a He XapaKTepHbl HU3KUIL
YpPOBEeHb MapKepoB BOCHAajJeHUS U MBILIIEYHON fHere-
Hepauyn (CPB, KOK), oTcyTcTBUE IOMOXUTENIBHOTO
OTBeTa Ha Tepanmnio KopTuxkoctepongamyu. MPT mbrmrn
HVDKHUX KOHEYHOCTENT U TUCTOIOTUYECKOe VCCIEloBa-
Hye MBI yOeIUTeIbHbIX JAHHBIX O BOCIIATUTEIbHOM
MMOTIATUY He JIaJIN.

Huarnos XBJIII Takyxe cTaBMU/ICA IO, COMHEHME BBULY
TOTO, YTO KIMHMYECKNEe U MHCTPYMeHTa/IbHble TaHHbIE
He cBolicTBeHHBI XB/III: oTCyTCTBOBaNM 4yBCTBUTEND-
Hble HapyllIeHNs, IpyU cTapTe 3a00NeBaHus, IO Pe3yb-
tataM OMI, ompepensanach aKCOHONATHA B OT/[e/IbHBIX
HepBax, He OBIIO IIOTIOKMUTENTPHOTO OTBETA HA IIPOBETe-
Hue ITasMadepesa, BHYTPUBEHHOE BBeJieHNE KOPTU-
KOCTEepPONJIOB J IMMYHOITIOOy/IMHa.

[TanyeHTy HeCKOMbKO pa3 BrinonHsAnach dHMI Bepxaux
U HIDKHUX KOHEYHOCTel! B Pa3/IMYHBIX I[eHTPaX, pa3HbI-
MU CHeLMaNNCTaMy, Ha pa3HBIX aNIaparax. Pe3yabraTsr
6bUTM IPOTUBOPEYMBBL: OT IIPM3HAKOB MOHOHEBPOIIATHIA
u XBJII go neHepBallMOHHOTO Mpoliecca X MUOMaTHyde-
CKOTO MaTTepHa, 4YTO TaKXKe 3aTPYHAHANI0 MOCTAHOBKY AU-
arHo3a bAC.

C y4eToM OBICTPBIX TEMIIOB pa3BUTHUA 3a00IeBaHMNA,
COYETAaHHOTO MOpakeHMs1 neprdepmuyeckoro u LeHT-
Pa/ZIbHOTO MOTOHEPOHOB Ha OCHOBHBIX YPOBHSX JABUTa-
TenbHOI ocu (6y/IbOapHOM, LIEIIHOM, TPYSHOM 1 ITIOSIC-
HIYHOM) TIAIIMeHTY yCTaHOB/eH fAnarnos bAC.

3akniouenune

3a BcIo McTopuIo 3a60/IeBaHus MALMEHTY NpefBapu-
TEeJIbHO BBICTAB/LA/INCH C/IefyIOlIYe JUAarHO3bl: BOCIA-
NNTe/IbHAs MUOIATHA, HEKPOTU3UPYOIas MIOIATHA,
XpOHMYeCKasg BOCIIaNMNTeNbHAS MUONATNA. BoImonHa-
nucb MPT MbImn HMOKHUX KOHEYHOCTEN, TUCTOJIO-
I'M4ecKoe McCaejoBaHye, M0 pe3yabTaTaM KOTOPBIX
OJJHO3HAYHO CYAUTb O BOCIAJIUTE/NIbHON MUOIATUM
He TpefCTaB/IANIOCh BO3MOXKHBIM. Kpome Toro, He-
CKOTIbKO pa3 BoinonHAnack OHMI BepXHUX U HIDKHUX
KOHEYHOCTel B pPa3/IMYHbIX LIEHTPAaX PasHBIMMU CIIEIIN-
amucTaMy, Ha pasHBIX ammaparax. Pe3ymprarsl ObIIM
IPOTUBOPEYMBBI: OT NPU3HAKOB MOHOHEBPOIATMUIA
un XBJII fo neHepBalMOHHOTO IpoLecca ¥ MUONATHU-
YeCKOro IMaTTepHa.
Ycranosnenne nuarHosa BAC B HacTosmee BpeMs co-
IIPSKEHO CO CIOXHBIM JMarHOCTUYEeCKUM IMOVCKOM
n uposenenueM nuddepeHManbHON SUATHOCTUKA
C IPYTMMU HEIIPOMBILIEYHBIMI 3a00/I€BAHISIML.
Hngpopmuposannoe coznacue.
Om 3akoHHO20 npedcmasumens (dHeHvl) NOTY4eHO
nucomeHHoe UHPOPMUPOBAHHOE Coenacue
HA NYOIUKAUUIO ONUCAHUS KTTUHUYECKO20 CILYHas.
HUngopmauus o punancosoii noooepsxke.
Hccnedosanue u nybnuxayus cmamou ocyujecmesneHo
Ha IudHble CPedCmBa A8MOPCKO20 KONNEKINUBA.
Kongnuxm unmepecos.
Asmoput dexnapupyiom omcymcmeue s6HbIX
U NOMEHUUATILHBIX KOHMAUKINOS UHIMEPeCOs, CBA3AHHBIX
¢ nybnukayueti HacMosweli crmamvi.

JddekTBHaA hapmakoTepanua. 27/2024
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Difficulties in Diagnosing Amyotrophic Lateral Sclerosis
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A case of amyotrophic lateral sclerosis (ALS) in a 52-year-old man is presented. The disease debuted after a coronavirus
infection and was hidden under the mask of osteochondrosis, chronic inflammatory polyneuropathy, and polymyositis.
Inpatient treatment, laboratory and instrumental studies were carried out. Nevertheless, it was possible to establish

a diagnosis a year and three months after the onset of the disease. The steadily progressive course of ALS led to a fatal
outcome one and a half years after the onset of the clinical picture. In the presence of clearly defined diagnostic criteria,
the diagnosis of ALS is significantly difficult.
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