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Mepeblit Canm-ﬂerepﬁyprcuuﬁ
FOCYAapCTBEHHbIH MEAMUHHCKWA YHHBEPCHTET
uMenn aKapemuka K.N.Maenosa

Kaunnka HUU neBposorun HayuyHo-ucciie0BaTe1bCKOro NeHTPa
HeBposoruueckoe oraesienue Ne2

BOKOBOU AMUOTPODUYECKUIN CKNEPRO3.

OMNMUCAHUE KIMHUYECKOTO CNTYHAA
(14.05.2018r.)

1.M.H., npod. bapanuesuu E.P.,
K.M.H. SIkoBieB A.A.,
['aBpruenko A.B.



NALMEHTKA: | M.PA.
BO3PACT: 35 nert, 1982 r.p.

U/b Ne: 18730/C2018

24.04.2018 1. rocnuTaIM3upOBaHa B IIJIAHOBOM IOPSAKE HA HEBPOJIOTHUYECKOE OTICICHUE
Ne2  KnuHukM HaydHO-HCCIIEI0OBAaTENbCKOrO HHCTUTYTa HeBposoruu PI'BOY BO
“IICIT6IMY um. U.I1.ITaBnosa” M3 P® no nampasnenuto ['bY PII «KKASBEKOBCKAS

[IPb« (Pecriybonuka /larectan).

anobbl Npu NOCTYNAEHUMN:

- CnabocTb B pyKax u Horax.

- OrpaHuyeHue NoABUKHOCTU NanbLeB 06enx pyk.

- TpyaHOCTU NpU nogaepXaHUU PaBHOBECUA B BEPTUKAZIbHOM MOJIOXKEHUN.

- CHMXXeHue maccbl Tena.

- Boan B NnoACHMYHOM OTAeie NO3BOHOYHUKA, YCUIMBAIOLWAACA NPy pa3rmbaHun.




ATtpodua
A3blKa

Cnaboctb
B pyKax

Cypoporu
B HOrax

dacumkyaumm

Mapes nesow
HOMM

Mapes npasou
HOU

JaHHble anamnesis morbi:

UioHb
2017

ABrycr
2017

OKTabpb
2017

Oekabpb
2017

®PeBpanb
2018

Anpenb
2018

Mpwu
NOCTyrnaeHnu



JaHHble anamnesis vitae:

MecTo poxkaeHua: p. [larecTtaH
O6pasoBaHue: CpeaHee
bbiTOBbIE YCNOBUA: YA0B/IETBOPUTEIbHOE

HacneacrtseHHble 3abonesaHusa: oTpuuaet. BinM3KopoacTBeHHble
bpaKkun B cembe oTpuuaeT. MHPpopmMUpPOBaHa O CBOUX
POACTBEHHUKOB 0 BTOPOro NOKOJNEHMUA.

KypeHue: He Kyput
Ankoronb: He ynotpebnaer
NepeHeceHHble 3aboneBaHua: oTpmuaeT

dnuaemmonormdyeckmnimi aHamuHes: Tybepkynes, BeHepuyeckue
3aboneBanua, Tud, renatut: BUY, Cudunnuc, TybepKynes, BUpycHbIN
renaTuT, OTpULaeT.

OcmoTp ctomatonora B 201 7/r.
OcmoTp ruHekonora B 2016.

Annepronornyeckuii aHamHes: afieprmyeckme peakumm Ha
NEeKapCTBEHHbIE NpenapaTbl OTPULIAET.



N/B Ne: 18730/C2018

Coznanue: fcnoe. OpueHTHpPOBaHA B MPOCTPAHCTBE, BPEMEHU U COOCTBEHHOM JIMYHOCTH BEPHO.

Ilcuxornyeckue HapyuieHus: He BeIsBiIeHBI

OMOUMOHAJIBHBIE U MHTEJUIEKTYalbHO-MHECTUYECKHE HAPYIICHHs: DMOLUMOHAIbHBIN (DOH pOBHBINA. KOrHUTHBHbBIE
(YHKIMU HE CHUKEHBI.

YepenHbie HepBbl: ['eMuaHoncuu He BBISIBICHO. 3payKy IpaBUiIbHOM (popMmbl, cpenHero nuamerpa, D=S. Peakiuun
3pauKoB Ha CBET (MpsiMasi U COAPYKECTBEHHAs ) KUBasi, CAMMETpUYHAas. J[BM>KEHM [Ia3HBIX SI0JIOK B MTOJIHOM 00OBbEME.
Hucrarma wet. Jlumuionuto orpuriaet. [Tanpnamnus Touek BbIXoaa TPOMHUYHOTO HEpBa 0€300J1€3HEHHA C JIBYX CTOPOH.
YOeauTenbHbIX TAaHHBIX 32 HAIMYME HAPYUICHUN YyBCTBUTEILHOCTH Ha JIMIE HE MOTy4YeHO. JINo cuMMeTpr4HO.
Cnabocts u pacuukynasuu mbimi Jumna m.Orbicularis Oris, Orbicularis Oculi . Peus ve Hapymiena. /lucdaruu,
TUCOHUU HET. SI3bIK 1Mo cpenHelt muHuK, aTpoduyeH, pacuukyaupyer. Uvula o cpenneit muann. Msirkoe He60
MOJIBM>KHO, IJIOTOYHbIE peduieKChl KUBbIe. CHMIITOMOB OpajibHOTO aBTOMATHU3MA HET.

JBurarenpHas cucrema: MbIIIEUHBIN TOHYC MOBBIIEH B pyKaX U HOTaX [0 MUpaMUAHOMY TUIly. DeHOMEeH
«CKJIQJTHOTO HOKA». YMepeHHas1 aTpo(us JMCTAJIbHBIX MbIIIEYHbIX IPYNI PYK M HOT. [T1y0oKkue peduiekcs ¢
PYK: C BEpXHUX KOHEYHOCTEH: Kapno-paauajibHble, Ounenc- u tpuuernc- S=D, oxusnensl. [laTonornyeckue
kucTeBble 3Haku: Poccosmmo, lNoppmana. Imybokue pediaekchl ¢ HIKHUX KOHEYHOCTEN: KOJICHHBIE, aXUJIJIOBBI
S=D, pe3ko o:xkuBJIeHbI, KJIOHYCHI cToN. [laTonornueckue cumnromsl badbunckoro, Pocesanmo, l'opaona,
IHlegepa. PacuukyIsIUMH KOHEYHOCTHO-NOSICHOM MYCKYJIATYpPhbl.

OKCTpanupaMHU/IHAs CUCTEMA: MEePUOANYECKH BOZHUKAKOIINE CYI0POTrH B HOraX KJIOHMKO-TOHUYEKOI0
xapakrepa.

UyBCcTBUTENBHOCTE: boseBasi, TeMiiepaTrypHasi 4yBCTBUTEIbHOCTh HE HapylleHa. CyCTaBHO-MBIIIEYHOE YYBCTBO HE
V3MEHEHO.

Koopaunarwusi: [1anbiie-HOCOBYIO U MATOYHO-KOJIEHHYIO TIPOOKI BBHITIOIHSIET YOBIETBOPUTEILHO. B mo3e Pombepra
JIOCTOBEPHO HE OLIEHUTH M3-3a O0JIEBOTO CUHIPOMA U MBIIIIEYHOH CIIa00CTh.

MeHUHIreaJIbHbIE CUMIOTOMBI: HA MOMEHT OCMOTPA HE BBISIBJICHBI.

JlokanbHBIE MBIIIEYHO-TOHUYECKUE HapylIeHUs: [I0sICHUYHBIN MBIIIIEYHO-TOHUYECKUN CUHAPOM. CUMITTOMBI
HATSDKEHUS OTPULIATENIbHBIC.




N/B Ne: 18730/C2018

BbifiBNEeHHbIE HApPYLIEHUA:

1. CmewaHHbIN TeTpanapes (ueHTpanbHbIN 7
nepudepuyeckuin);
2. [ABYXCTOPOHHAA nupammaHas HeAO0CTaTOYHOCTb

(noBbiweHne rnybokux pednekcos, NaTosOrUYEcKue
pedneKcbl);

3. dacuuKynauuu;

4. Ownddy3Hble runotpodun B  AUCTANbHLIX  OTAENAX
KOHEeYHOoCTeMu.



24.04.2018 . OcmoTp HeBponora




MMnoTpodua MeXKKOCTHbIX MbiLLL,, YCUNEHUE CYXOXKU/IbHOIro PUCYHKA B KUCTAX




AnddysHble runoTpodun MeXKKOCTHbIX MbILLL,, YCU/IEHUE CYXOXKUJIbHOTO PUCYHKA B
cronax. HayanbHble Npu3Haku popmupoBaHua cTonbl No TMny Ppuapenxa.




U/b Ne: 18730/C2017

NPEABAPUTE/IbHbIA KAIUHUYECKUUA OUATHO3:

BonesHb moTOpHOro HelpoHa (G12.2)

AnddepeHumnanbHbIN ANATHO3:

*60KOBON aMMNOTPOPUYECKNIN CKNEPO3

*[lepBMYHbIN BOKOBOM CK/IEPO3

*llleMHaa muenonatma c cuHapomom BAC

*CUPUHITOMMENNA HA YPOBHE WENHbIX cermeHToB ¢ cuHapomom BAC
*Onyxo/in roIOBHOIO U CAMHHOIO MO3ra

e lemnennHmnsunpytoulee 3abonesanme LHC

*CememnHana cnactnyeckaa napannerma LUTpromnena



PesynbraTthl 06CcnepoBaHmnm

MPT ronosHoro mo3sra ot 30.04.2018 MP KapTuHa o4yarosbliX
N3MEHEHUN NHTeHcMBHOCTU MP curHana B BelecTse ro10BHOMO
MO3ra AUCUMNPKYNATOPHOro Xxapakrepa. MP npu3Haku cmellaHHOM
3amecTuTenbHou ruapouedanmu.

MP-aHrmnorpadua cocynos M ot 30.04.2018 MP KapTuHa MOKeT
COOTBETCTBOBATb NPOABAEHMIO anja3nmM NpPaBon NO3BOHOYHOW
apTepuun. BapuaHT passutna Bunamsmesa Kpyra.

MPT LLUOM o1 30.04.2018 lop3anbHbie anddy3Hblie NPOTPY3UN
anckos C4-C7, paamepamum no 0,15 cm. MP KapTtuHa
nereHepaTUuBHO-ANUCTPOPUYECKUX NU3SMEHEHUN B LLEMHOM OTAENE

NMO3BOHOYHWMKA.



MPT ronosHoro mosra ot 30.04.2018 MP KapTunHa o4arosblx
M3MEHEHUN MHTEHCMBHOCTU MP curHana B BeLLeCcTBe roJIOBHOMO
MO3ra AUCUUPKYNATOPHOro Xapaktepa. MP npusHaku
CMeLlaHHOW 3aMeCTUTENbHON ruapouedanmuu.







MP-aHrunorpadumsa cocygos 'M o1 30.04.2018 MP KapTuHa
MOXET COOTBETCTBOBATb NPOABAEHUIO ania3mm nNpPaBou
NO3BOHOYHOWM apTepumn. BapnaHT pa3sutna Bunnmsmnesa

Kpyra:oTcyTcTBMeE 3aAHEN COEANHNTENTHON apTEPUMN.




MPT LLUOTM ot 30.04.2018 [op3anbHblie anddy3Hbie npoTpy3unn amckos C4-C7,
pasmepamm no 0,15 cm. MP KapTuHa aereHepaTUBHO-AUCTPODUYECKNX
N3MEHEHWNIN B LUEMHOM OTAEe/1Ie NO3BOHOYHMKA.




KAMHNYECKNN aHaNn3 KpoBU

27.04.18 14:24

KnaangecKAH aHAIH3 KPOBH
SPUTPOLMATH

T'emornobMH

llBeTOBOI MNOKa3aTENb
T'eMaTOKPUT

CpenHuii 06BEM 3PUTPOLMTA

CpenHee colepxaHue Hb B 3puUTpOILL.
CpelHAA KOHUeHTpaumda Hb B 3pMTpOIIL.
VHOEKC pacOpelelfleHusa no OOBEMy SpUTP.

TpoMOOLIATE

IMpuHa pachepenelleHua TpoMb.

My

CpenHuit o6beM TpoMOOLMUTA
TpoMOOKPUT

JIeMKOLIATH

HenTpodniu
JiMbOLMTH
MOHOULMTH
Basodmim
303MHOGMITE

CKROpOCTE OCEINAHMA SPUTPOLUMUTOEB
BuoMaTepHMan IONA HMCCHIENOBAHMA
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(46.0 - 72.0)
(18.0 - 40.0)

(0.8 — 5.0)
(9.8 = 1.8)
(9.0 - 5.98)
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KpoBe (51TA)

JJABOPATOPHBIE PE3VJIIBTATHI

10%2/n (3.7 - 4.7)
n/n (115 - 145)
(0.85 - 1.05)

= (36.0 — 42.0)

b (85.0 - 105.0)

oo (24.0 - 33.0)

n/n (300 - 380)

B (11.5 — 15.5)

10%/n (150 - 400)

- (10.0 - 20.0)

i) (7.4 - 10.4)

- (0.15 - 0.40)

10%/n (4.0 - 8.8)
abCcoJTHHE
3.70 10%/n (2.20 - 4.80)
1.8 10%/n (1.2 - 2.5)
0.40 10%/n (0.09 - 0.60)
0.025 10%/n (0.000 - 0.065)
0.291 10%/n (0.000 - 0.300)

MM/ dac (2 - 15)



bnoxmmuyeknm aHanmn3 KpoBu

27.04.18

BuTamie Bl12

donMerasa KMCIOTAa

KpeaTHMHKMHaSa

JarTaTierMgporeHaza (JIOT')

761.10 >

12.4 <

JJABOPATOPHBIE PE3VIIBTATEBI

OIMONL/ 71

HMOME / JT

21T >

136

(133 a8 — Kpose (renapm)

675.00)

(>14.9) Kposs (renapis)
B/ (29 - 168)
E/n (91 - 180)



Pe3ynbratbl tOMOaNbHOM NMYHKL MY

27.04.18 15:33 JABOPATOPHBIE PE3VIIBTATEI
Hecnenosanne cHHHHEOMO3TOBOH RHIKOCTH (JIHKEOD)

0BbeM 3.0 MIT

IpO3pPadHOCTE IPO3PAUHHMA

lIgeT BECIIBETHHH

Pearuma Ila"HmM +

Peaxima HoHHe-ANENRTA ++

BeNOK B CIOMHHOMOSTOBOW XUIOKOCTH 300.0 Mo/ o (150.0 - 450.0)

IMTos 2/3 : JMM&OILMTH



Bupyconormyeckmm aHanmns3 Kposu u
IMKBOPA

104.05.18 09:50

BMpyC KlemesBOoI'C 3HUedpanmmTa (TBE)

BMpyC KnemesoI'Cc 3HUedanmmTa (TBE)

MpocTon repnec Tun 1, 2 (Herpes Sim-—
plex Virus - type 1, 2)

T'epnec BuMpyc THMn 6 (HHV-6)

OTPpMIaATSJIbEHO

OTPMIATSIIbEHO

OTPHMIaATESIEHO

OTPpHMIATESIEHO

OTPHMIAaTENEHC

OTPpHMIIATESNBEHO

OTpPMIATSIBEHO

OTPpHMIIaTEeNBEHOC

BHoMaTepHan:

BHoMaTrepHan:

BHoMaTEDHAN :

BHoMa TEDHaNT :

BHoMaTEepDHaNT !

BHoMa TEDHaT :

BHOoMa TEpHMaT !

BHoMaTEDHMAN !

JtreBop

Jr oD

JirBOop

JHMEBOD

JHMrBOD

JirBOD

JirBop

JirBOD

JIJABOPATOPHBIE PE3YVJIBTATHBI

IInasns

IInasns

IInasna

IInasna

IInasna

IImasna

IInazna

IInasna



NMronbyataa SMI ot 07.05.2018

M. tibialis ant. sin. MHO»ecTBeHHble noTeHuManbl U6 PUNNALUIN, NO3UTUBHbBIX OCTPbIX BOJIH,
yactb NAE yBennyeHHOMN ANUTENbHOCTU, aMNINTyAbl, nonndasunun. MNatrepH aktmBaumm AE

peayumpoBaH.
M. Gastrocnemius.sin eguHMYHbIE NOTEHUMaNbl GUbPUANALMNA, MO3UTUBHBIX OCTPbIX BOJIH,
yacTtb MNAE ysenmyeHHOM gnnTtenbHOCTU. MNaTTepH akTMBauum ymepeHHo JE peayumpoBaH.

M. tibialis ant. dex. MHoecTBeHHble noTeHuuanbl pUbpUNNALNIA, MO3UTUBHbBIX OCTPbIX BOJH,
yacTtb MNAE yBenmyeHHOM AnnTenbHOCTH,. NaTtrepH aktMBauum [JE ymepeHHO peayunpoBaH.

M.1. dorsalis interossei dex. AautenbHocTtb MNAE ymepeHHO yBennyeHa. MNaTrepH akTuBaumm
[E peaoyuupoBsaH.

3aKkntoueHue: lNonyvyeHHble gaHHble B HanbonbLuen
CTENEHUN MOTYT COOTBETCTBOBATb XPOHUYECKOMY
NopaeHM MOTOHEMPOHOB CMMHHOIO MO3ra
LLEMHOrO M NOACHUYHO-KPECTLOBOro YPOBHEMN.



MexayHapoadHble anarHoctnyeckue Kputepum bAC
(World Federation of Neurology El Escorial/Airlie
Criteria, 1998).

Knuanyecku nocropepubivi bAC :

- IPU3HAKOB MTOPAXKEHUSI BEPXHETO M HUHKHETO MOTOHEUPOHOB B
OyJIbOapHOI 00J1aCTH ¥ HE MEHEE YEM B JIBYX 00JIaCTSIX CIIMHHOTO MO3Ta,
7M1

- IPY HAJIMYWM TIPU3HAKOB MOPAKEHHUSI BEPXHETO0 MOTOHEHpPOHA B 2
00J1aCTSIX CIIMHHOTO MO3Ta M HU>KHETO MOTOHEHPOHA B TPEX 001aCTAX
CIIMHHOT'O MO3Ta.

Knnanyecku BeposTHeIM bAC nuarHocTApyeTCs NMpu HATUYHU:
-IIPU3HAKOB MOPAXKECHUS BEPXHETO U HUKHETO MOTOHEUPOHOB HE MEHEE
4eM B JIByX 00J1aCTX, IPUYEM HEKOTOPHIE MPU3HAKY MOPAKEHHUSI BEPXHETO
MOTOHEUPOHA JOJIKHBI OTMEYATHCS B 00J1ACTAX, PACHIOI0KEHHBIX
POCTPAIIBHO I10 OTHOIICHUIO K YPOBHIO BOBJICUCHHUSI HUKHETO
MOTOHEHUPOHA.




MexayHapoaHble aAnarHoctmyeckme Kpmutepum bAC
(World Federation of Neurology El Escorial/Airlie Criteria,
1998).

BeposiTHbl 1a00paTopHO oaTBepkAeHHbI BAC:

-KJIMHUYECKUE TTPU3HAKHU MIOPAXKEHUS BEPXHETO U HUKHETO MOTOHEUPOHOB B
OJIHOM aHAaTOMUYECKON 00JIACTH WA TOJIBKO MPU3HAKU MOPAKEHUSI BEPXHETO
MOTOHEWPOHA B OJJHOM aHATOMHUYECKOW 00JIaCTH B COYETAHUU C CYOKIMHHU-
YECKUM MOPAKEHUEM HUKHETO MOTOHEMPOHA, BBISIBIEHHOM B COOTBETCTBUM C
kputepusamu OMI' He MeHee ueM Ha JBYX KOHEeUHOCTsX. [Ipu 3ToM HE0OXO0-
JMMO UCKJIFOYEHHE APYTUX MPUYUH 3a00JIEBAHUS 110 JJAHHBIM HEMPOBU3Ya-
JU3alyM U JJaDOPATOPHBIX UCCIIETOBAHUM.

Bo3moxnsii bBAC:

-IIPU3HAKHU TOPaKEHHS BEPXHETO M HUKHETO MOTOHEHPOHOB B OJHOM 001acTH
CIIMHHOT'O MO3Ta, Win

-TOJILKO BEpXHEI0 MOTOHEHPOHA B JIBYX U 0O0Jiee 001aCTAX, WU

-IIpY TTOPaKEHUH HIDKHET0 MOTOHEHpPOHA B 00JIaCTH, PACIOIOKECHHOM
POCTpabHO IO OTHOIICHUIO K YPOBHIO MOPAXKEHUS BEPXHETO MOTOHEHPOHA.




3aKA4YnTeNbHUN KNIUHUYECKUn
AMNarHo3

BOKoBOW aMMOTPODPUYECKUN CKNEPOS.
[ToACHMYHO-KpecTuoBasa Gopma.
JlocTOBEPHbIN MO MeXAYHAaPOAHbIM

aAnarHoctTnyeckum Kputepumam (El
Escorial/Airlie Criteria 1998)

(MKB G12.2)



PekomeHaauuu

Tab. Punytek (Pnnyson) 50 mr. no 1 1ab6 2 pasa B aeHb (Kaxkable 12 yacos)
NOCTOSIHHO.

KoHTpoNb anekTpoHelipommorpadummn yepes 6 mecaues.

Benkosoe nutaHue (He meHee 2250 KKan\cyT),BeaeHne AHEBHUKA NMUTAHUS,
CNOPTMBHOE NUTAHMUE.

KoHcynbTauum B poHAax nomoLm 601bHbIM BOKOBbIM aMUOTPODUYECKUM
CK/Iepo30M

ButamuHbl rpynnbl B (HempomynbtneumTt) 1 1ab 3 pasa B aeHb. Kypc 3 Heaenw.
3-4 Kypca B rop,

Kanc. L-KapHuTtuH. Kancynbl (uam Tabnetku) npuHmMmaTtb ABa-TPU pa3a B CYTKY,
nopunamum no 500 mr

Tab. KoaH3um-Q10 30 mr ytpom,60 mr aHem (ao 16.00) 3 mecaua. Kypcom 2
pa3a B rog,

Tab. MunaponaT 250 mr 1 1ab 3 pa3sa B AeHb B TeyeHue mecaua. Kypc 3-4 pasa
B rog.

Kanc. ButamuH E 400 mr — no 1 Kancyne 1 pa3a B cyTkn 1 mecau,. Kypc 3-4 pasa
B rog.



®oHAabl nomoLLKM 60NbHBIM BOKOBbIM aMUOTPODUYECKMM CKIEPO30M

BharotBoputenbHbin doHA «HKusum cendac» ( MockBa, Huxkeropoackas ya., A.
32, ctp. 4, odunc 117)

MopTan «Munocepaune.py»

[opoackasa 6onbHUUA No2 (y4ebHbIn nepeynokK 4.5) otaeneHne HeBpoaorum
Ne3

Hay4Hbi ueHTp Hesponorun PAMH nporpamma no npenapaty AAEBACK
(MockBa, BonokonamcKoe wocce, a. 80)

MHoronpodunbHbIN KAMHUKO-ANArHOCTUYECKUMN UeHTo (Mockra. vn.
BopoHuoBo none, a. 14)

HAYYHbIA LLEHTP HEBPOJIOTUU

XXUBU CENYAC

BnaroTrBopuTenbHbit poHg nomoLm nasam ¢ BAC
W APYruMU HEMPOMbILLEYHbIMU 3a601eBaHMAMMN

1||||”H

FJ_ roPOACKASA
‘ MHOroriPO®UIIbHAA
BOJIbHULIA Ne 2

MHUJIOCEPAHUE.RU




BokoBOM aMUOTPOPUUECKMNIN CKNEPO3 ABIAETCA
camMmou Yyacton popmomn 601e3HU MOTOHENPOHA U
onpeaensieTca Kak nporpeccupyroulee
nereHepatmsHoe 3aboneBaHne HEPBHOW CUCTEMDI
,XapaKTepunsytoLlleecsa NopaxKeHnem Kak
LEHTPAIbHbIX MOTOHEUPOHOB NEPBUYHOM
ABUraTe/IbHOW KOPbl FOIOBHOIO MO3ra, Tak U
nepmdpepunyecknx asmurateslbHbIX HEMPOHOB
nepeaHnx poros CAMHHOIO MO3ra U ABUraTesibHbIX
A0ep YepenHbIX HePBOB C POPMUPOBAHNEM
MbILEYHbIX aTPOPUN KU NAPANUNYEN.



UcTopuna nsydyeHuma

1869 roay bonesHb Bnepsble onnucaHa MaH-MapTteHom Lapko.

1874 BAC BblAeNeH KaKk OTAeNbHbIM CUHAPOM C onpeaeneHHbIMU KTIMHUYECKUMU
XapaKTepUCTUKaMH

1883 A.A. KoxkeBHMKOB BnepBble onucasn 3abonesaHne B Poccum

1899 B. loBepc caenan 3aknt04YeHUe, YTO NePBUYHbIN HOKOBOM
CKnepos,nporppeccupytowmin bynobapHbin napanmy n bAC asnatotca ogHOM
6one3Hblo, KIMHNYECKME NPOABAEHMA KOTOPOM ONpeaenstoTca CTeneHbio AeHepBauum

1933 B. bp3nH BBOAUT TEPMUH «BoNe3Hb MOTOPHOIO HEMPOHAY.

1953 P. Makpewu genaet BbiBoA,4TO BAC, nporpeccupytowmnin bynbbapHbin napanmny,
nepBUYHbIN BOKOBOW CKNEePO3 —BapPMaAHTbl MOPa*KeHNM MOTOPHbIA HEMPOHOB

1993 [1.PoceH onucan cBAsb reHa Cu/Zn- ancmytasbl (SOD-1) npu cemenHom dopme
6onesHu

1995 Co3zpgaHune nepBOro asTMOTPOMNHOro npenaparta Puayson



ITNONOInA

1. ®aKkTOpbI HAaCNEeACTBEHHOM NPeapPacnoNOKEHHOCTH:

MyTauunm B pasiNYHbIX reHax (QHTMOKCUAAHTHOM 3aWMTbl, LUTOCKENeTa MOTOHENPOHa,
BbI*XMBAHUA MOTOHENPOHOB, cucTeMbl penapaummn OHK u ap.)

HacnepoBaHue onpeaeneHHbIX NOAMMOPGHbIX BAPMaHTOB MOANDULMPYIOLLUX FEHOB

2. 13BecTHble nposouupyowme GakTopbl:
Obuwwme: 1) Myxckoi non 2) Bospact ctapuwe 50 net 3) KypeHue

4) Npo¥nBaHUE B CENIbCKON MECTHOCTU 5) MHOrONETHUIN KOHTAKT CO CBUHLOM (?) 6)
MexaHuyeckas TpaBma, NoAy4YeHHana B Te4eHne 5 neT, npeawecTByoWwmx Havany 6onesHu (?)

YacTtHble: 1) Posib 3K30reHHbIX TOKCMHOB (B pa3BuTum Komnaekca BAC + NnapKMHCOHM3M +
AemeHumMa Ha octpose l'yam) 2) Bonee Bbicokana 3aboneBaemoctb BJH cpean amepuKaHues-
BeTepaHOB BOMHbI B [lepcnackom 3a1MBe N0 CPAaBHEHUIO C reHepasibHOM COBOKYMHOCTbIO



BapuaHTbl cemenHoro BAC

SOD1/sS0D1 21g22.1 AyTOCOMHO-A0MUHAHTHbIN

BapuaHT

ALS1

ALS2 ALS2 2933 AyTOCOMHO-pPEeLLeCCUBHbIN

ALS3 HenssecTeH 18921 AyTOCOMHO-A0MWHAHTHbIN

ALS4 SETX(ceHaTaKcuH) 9q34 AyTOCOMHO-A0MWHAHTHbIN

ALS5 HeunssecTeH 15¢g15.1 AyTOCOMHO-PEeLECCUBHbIN

ALS6 HeunsBecTeH 16q12.1 AyTOCOMHO-A0MUHAHTHbIN

ALS7 HeunsBecTeH 20pter AyTOCOMHO-A0MUHAHTHbIN

ALS8 VAPB(membpaHHbI 6enok B) 20q13.3 AyTOCOMHO-A0MWHAHTHbIN

TARDBP TARDBP / TDP-43 1p36 AyTOCOMHO-A,0MMUHAHTHbIM

FUS /FUS 16p.11 AyTOCOMHO-pPeLECCUBHbIN

C9orf72 C9orf72/ C9orf72 9p21 DKCNaHCUBHbIN

,ayTOCOMHO-A0MUHAHTHbIN

VCP/VCP 9p13 AyTOCOMHO-A0MUHAHTHbIN



[laToreHes

IKCaNTOTOKCMYHOCTb (rMnepakTuBauma ryTaMaTHbIX
NMDA-peuenTopoB. HapylweHne COOTHOLLEHUMN
Ka/ibLUUSA B KNeTKe)

OKUCUTeNbHbIN cTpecc (HakonaeHne B HEMPOHeE
cBobogHbix OH-paankanos)

ArperpoBaHune 6e/1KoB, NaTONOIMNA LUTOCKENETA
HEWPOHa

HapylueHne akcoHaNbHOro TpaHCcNopTa

HeBOCNpUMMUYNBOCTb KNETKMU K HEUPOTPOPUYECKUM
dakTopam ( NGF, BDNF)



Henposunayanmnsauma npu BAC




[1ByxcTopoHHee nosbiweHne MP-curHana Ha T2, Flair oT KOpTUKO-CMMHANbHbIX
TPAKTOB Ha YPOBHe MOCT / NpeALeHTPasibHble U3BU/TUHDI.




HelpoBusyanmsauma npu nepBMYHOM

HOKOBOM CK/iepo3e




JDTUOTPONHAA TepanuAa
Punyson

Punyson asnaeTtca nponsBo4HbIM 6eH30TMazona.

OH cnocobeH oKa3biBaTb MHOFOCTOPOHHEE BAUAHME Ha MEXaHU3Mbl IyTamMaTHOM
HenpoTpaHCcMUccun. MexaHu3m BO3AenCTBUA PUIY30/1a CIOXKHO
CTPYKTYPUPOBAHHbIA M OCHOBbIBAETCS Ha CNOCOBHOCTM NpenaparTa:

° MHFM6VIpOBaTb BbICBO60)K,£I,eHMFI rMmyTamarta,

*  WHAKTMBUPOBATb BOJIbTAaXK3aBUCUMble HaTpMeBble KaHa/bl U CTUMynunposaTb C-
H6enkoBo3aBUCUMbIE nyTn nepenayvyn nmnysbCa,

* HEKOHKYPeHTHO 610KMpoBaTh peuentopbl M-meTnn-O-acnaparmHoBom
KWUCNOTbI.

ddPekTmBeH y 50-60% nauymeHTos ¢ BAC.
[NpogneBaeT XM3Hb NaumeHTa Ha 5-7 mecAaues



DTUOTPONHAA TepanuA

JAapaBoOH

TOYHbIM MEXaHMU3M, C NMOMOLLbIO KOTOPOro NpenapaT OKa3biBaeTCs
TepaneBTUYeckni apdeKT y naumeHToB ¢ BAC, HemnssecTteH. Hanbonee
BEPOATHbIN MEXaHU3M AENCTBMA: D4apaBoOH NpeacTaBaaeT cobon akuenTop
cBob60OAHOPaANKANBHOIO OKUC/IMTENBHOIO CTPECCa B HEMPOHE.

MPMBOAMUT K 3HAYUTENbHOMY CHUXKEHWIO YPOBHEN 3-HUTPOTUPO3MHA B

CMUHHOMO3roBOM HKUNOKOCTU ,KOTOprl;'I ,EI,EI‘;ICTBYET KaK MapKep
OKNCNNTENDBLHOTIO CTpecCCa.

BBOAUTCA BHYTPUBEHHO.
Ha Tepputopun PP He 3apernctpmposaH



JDTUOTPOMNHAA TepanuA
ApeBackK

Co3pgaBaembint npenapat AaeBack npeacraBnaet co60mn KOHCTPYKLUMUIO
aJleHOBMPYCHOro BEKTopa, akcnpeccupytowero reHbl VEGF (Vascular
Endothelial Growth Factor, aHaoTennanbHbIN GpaKTOp pocTa COCYA0B) U
Ang.

JKcnpeccna reHoB VEGF u Ang yBennymsaeTt B KPOBU YPOBHMU
$aKTOPOB (AaHTMOreHUH M COCYAUCTbIN SHAOTENMNANbHBIN GAKTOP
POCTA), KOHLUEHTPALUMA KOTOPbIX 3HAYMMO CHUXKeHa Y naumneHTos ¢ BAC.

AnBapb 2016 roa- Ha4yano BTOpoun dhasbl KAMHUYECKUX UCTIbITAHUN.



BJIArOOAPIO 3A BHUMAHME!



