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1.0npeoenenue.

Bokosoit amuorpoduuecknii ckiaepos3 (BAC) - HelipogereHepaTuBHOE
3a0o0sieBaHME HEPBHOW CUCTEMBI U3 IPYIIIbI OOJE3HU JBUTATEIbHOIO HEWpOHa
(B1H) ¢ nopaskeHrneM MOTOPHBIX HEMPOHOB KOPbI, MO3rOBOT'O CTBOJIA, IEPETHUX
POTOB CIIMHHOT'O MO3ra, XapaKTEPU3YIOLIEECS HEYKIOHHBIM POIPECCUPOBAHUEM U
Pa3BUTHEM MBILIEYHBIX aTPOPU, CHACTUYHOCTH, TUPAMUIHBIX 3HAKOB. boJe3Hb
NOpaXaeT JIUL TPYJOCIOCOOHOTO U 3pEsIOro BO3pacTa, MPUBOAS B KOHEUHOM UTOTre
K ru0esi OOJIbHBIX U Yallle BCETO OT JbIXaTeIbHOW HEJOCTATOYHOCTH.

PacnpocTpaneHHOCTh 320051€BaHus B CpelHEM cocTaBisieT 2-5 ciaydyae Ha 100 000
Hacenenus, B 90% sto cnopaanueckue ciydau. Jlumb HaciencTBeHHbIE (HOPMBI,
U3 HUX Yy 1/5 GONIbHBIX BBISIBICHA TOMUHAHTHASA MyTanusl (hepMeHTa CyNepoOKCU/I -
mucmytassl (COJl-1), KOTOpBIN UTpaeT BAXKHYIO pOJib B MOAEPKaHUN
HOPMAJILHOTO YPOBHS CBOOOJIHBIX paanKaioB. KinHUUeckux u
naToMOpQOJIOTMYECKUX Pa3InYuil B TEUEHHUE 3a00JIEBAHUSI CPEIU CEMEHHBIX U
CHOpaJIMYeCcKuX ciay4yaeB He BblsiBIEHO. K mocToBepHBIM (hakTopaM pHucka
passutust bBAC otHOCAT: Bo3pacT ctapme 50 jeT, My»KCKOH 10J1, HAaCJIEICTBEHHYIO
[IPEIPaCIOIOKEHHOCTD, IIPOKUBAHNE B CEIIBCKONW MECTHOCTH, KypEHHE.



2. Ilamoczenes.

Ha cerognsiiuuii 1eHb HEM3BECTHBI TOYHBIE TATOTCHETUYECKUE MEXAHU3MBbI
pa3BuUTHs OOKOBOTO aMUOTpo(dHuuecKoro ckiepo3a. CyliecTByeT HECKOIbKO
TEOPHiL: TeOpUsl HAPYIICHUHN TpaHCTIOPTa BO30OYKIAIOIINX AMUHOKUCIOT
(rmyTamara W acraprara) B JIBUTATEIIbHBIX 00JIACTSIX [IEHTPAIbHON HEPBHOMN
CUCTEMBI; TeOpHsi 00pa30BaHUM ayTOAHTUTEN K pa3iuuHbIM Turnam Ca-KaHaloB,
YTO NMPUBOJUT K THOEIIN HEUPOHOB; TEOPHS HEIOCTaTKa HEHPOTPOHUIECKOTO
dakTopa.

B nocnennee Bpems B Hay4HO-UCCIIEA0BATEILCKON cpejie Hanbosee MomysipHOi
SIBJISIETCSI TUTIOTE3a MUTOXOHIPUATBHON AUCHYHKITUU, KOTOPAs 3aKTI0YAETCS B
TOM, YTO BCJIC/ICTBUE MOBBIIIEHHOW MPOHUIIAEMOCTH MUTOXOHIPUM POUCXOIUT
«yTeuKay CBOOOHBIX PaUKaIOB, MOBPEKIAOIIUX MOTOHEUPOHBI, KJIECTKH
MUKPOTJIUM ¥ ACTPOTJIMU C MOCIEIYIOIMINM Pa3BUTUEM HEHPOAETeHEpaLINH.

3. Knaccugukayus.

I1o npeumywecmeennomy nopasicenuro omoena L{HC svioensirom credyrowjue
Gopmor BAC:

Bricokas (tiepebpanbHasi);
[IeitHO-OynpOapHasi;
I'pynnas;
[TosscHMYHO-KpeCTLOBAS.

Ilo memny npoecpeccuposarus KAUHUYECKOU CUMNMOMAMUKU pasaudarom 3 muna

BbAC:
BricTponporpeccupyronuii;
CpennHe-niporpeccupyomuii;

MenieHHO TPOrpeCCUPYIOIIHH.



4, Cumnmomur BAC.
FAC c weninvim oebromom

B knmaccudeckom BapraHTe 60KOBOTO aMHOTPO(DHUUECKOTO CKIIepo3a C MEHHBIM
n1e00TOM B Hauyase 3a00sieBaHusl (POPMUPYETCS] aCCUMETPUUHBIN BEpXHUN BSUITBIN
naparapes ¢ runeppedIeKCueii 1 maToJIOTHYECKUMHU TUPAMUIHBIMU 3HAKAMU
oJHOBpeMeHHO. Hapsiy ¢ 9TuM pa3BUBaETCS aCCHMETPUYHBIA HUKHUHA
CHIAaCTUYECKUH mapamnapes ¢ runeppeduieKcrei 1 maToJorHaecKuMu 3HaKamu. B
TadbHENIIIEM MPUCOETUHACTCS COUeTaHue OyIb0apHOTO U MCEeBA00YILOAPHOTO
CHUHJIPOMOB, €IIle TT03HEE B OOJIBIICH CTENICHH MPOSBIISIOTCS aMAOTPOPUH
HIDKHUX KOHEYHOCTEH, Mpeolaiamiye B pa3sru0aTeIbHON TPYIITe MBIIII.

B cermenrosiiepHoM BapuaHTe O0OKOBOIO aMHOTPO(PHUUECKOI0 CKIEPO3a C MIEHHBIM
1e010TOM B Hauase 3a00sieBaHusl POPMUPYETCS] aCUMMETPUUHBIN BEpXHUN BSUTbIN
napamnapes, KOTopoMy COMYTCTBYIOT runopedaekcus U naToJloruueckue
NUPAMUIHbIE 3HAKU B HIDKHUX KOHEUHOCTsX (6e3 runepronyca). Ha MomeHT
pa3BUTHUA IUIETUN B IPOKCUMAJIBHBIX KOHEYHOCTAX MUHUMAJIbHAS TUPAMUIHAS
CUMITOMAaTHKa B pPyKax yracaer, HallMeHThl B 3TO BPEMsl COXPAHSAIOT CIIOCOOHOCTb
HepeBUTaThCcsl caMocTosATeNbHO. C pa3BuTHEM 3a00JI€BaHUs IPUCOEANHSIETCS U
OynbOapHbBIN CUHIIPOM, €I11€ [103JHEE BOSHUKAIOT OTYETIMBBIE aMUOTPOPHUH U
napes3bl B HIJKHUX KOHEYHOCTSIX.

B knaccuyeckoM BapuaHTe OOKOBOT'O aMHOTPO(DHIECKOTO cKiepo3a ¢ AU Py3HbIM
neO0TOM 3a00JIEBaHUE CTAPTYET C PA3BUTHS BSJIOTO aCHMMETPHYHOTO
TeTpanapesa. Hapsiny ¢ 3TuMm pa3BuBaeTcs OyIb0apHBIN CHHIPOM B BUJIC
nuchonuu u nucarun. Habnrogaercst 6pICTpast yTOMIIEMOCTb, BRIPAKEHHOE
CHI)KCHHE MacChl TeJla, MHCIIMPATOPHAS OJBIIIKA.

BAC ¢ nosacrhuunvim 0ebromom

B xitaccuueckoM BapuaHTe G0KOBOTO aMHOTPOPUIECKOTO CKIEPO3a C
MOSICHUYHBIM JICOIOTOM B Hadase 3a00sieBaHus (POPMHUPYETCS aCUMMETPHIHBIN
HUKHUH BSUTBINA Mapamnapes ¢ raneppediekcueid 1 maToJIOTUYeCKUMU
MMPaMUJIHBIMU 3HAKaMu. BMecTe ¢ 3TUM HaOI0/1aeTCsl aCUMMETPUYHBIN BEpXHUN
naparnapes ¢ aMuoTpo(UsIMHU, TUTIEPTOHYC MBIIIL, TUNIEppePICKCHUs U
MaToJIOTHYECKUE MUpaMuIHbIe 3HaKu. Ha MOMEHT pa3BUTHS BSUION Maparjieruu
MAalKUEeHThl COXPAHSIOT CIIOCOOHOCTH MOJIb30BaThCs pykamu. [lo3aHee
MPUCOEANHSIOTCS OyJIbOApHBIN U NCeBAO0YIHOAPHBINA CUHIPOMBI.



B cermenTosiiepHoM BapuaHTe 00OKOBOI0 aMUOTPO(DHUUECKOTO CKIIepo3a C
MOSICHUYHBIM J1e0I0TOM 3a00JIeBaHUE CTApTyeT ¢ GOPMUPOBAHUSI HUXKHETO BSJIOTO
ACUMMETPHUYHOTO Napanapesa ¢ aTpopusMHU U pAHHUM YTracaHUEM CYyXOXKHIbHBIX
pedrnekcoB. B nanbHeileM npucoe1MHsIETCs] BEPXHUN BSUIBIA aCUMMETPUYHBIN
napariapes ¢ paHHUM yracaHheM CyXOXHUJIbHBIX peduiekcoB. PazBuBarommuiics
BIIOCJIEICTBUM OyJIbOApHBIM CUHIIPOM MPOSIBISETCS B BUJI€ TUCHOHUU U AUCHATHH.
HaGmronaercst BelpakeHHas MHCIIMPATOPHAs OBIIIKA 110 IPUYMHE PAHHETO
BOBJICUCHUS B IMATOJOTHYECKUAN ITPOLIECC BCIIOMOTATEIbHOM JIBIXaTEIIbHON
MYCKYJIaTyphl, a TaK)Ke BbIPAXKEHHOE CHUYKEHHE MAcChl Tela.

B mupamugHoM BapuaHTe OOKOBOTO aMUOTPOPUIECKOTO CKIEP03a C TOSICHUIHBIM
nebroToM 3a0o0aeBaHrne MaHu(ecTUpyeT ¢ POPMUPOBAHMS HUXKHETO
CIMACTUYECKOr0 aCHMMETPHYHOI0 Napanapesa ¢ runeppeduexcuei,
aMUOTPO(UAMH U TATOJIOTMYECKIUMH IMMPAMHUIHBIMU 3HAKaMU; B JallbHEHIIIEM K
HEMY TIPUCOCIUHACTCS U BEPXHUH CIIACTUYECKUH Tapanapes3 ¢ TAKUMH Ke
HpU3HAKaMHU, [TOCIIE YET0 pa3BUBAETCS MCEBAO0YIbOAPHBIH CHHIPOM.

BAC ¢ npoepeccupyrowum 6ynvbaprvim napaiuyom

B xitaccuueckoM BapuaHTe 60KOBOTO aMUOTPOGUUYECKOTO CKIIEpO3a C
IPOrPECCUPYIONIUM OYIB0apHBIM apaInyoM B Havasie 3a00JIeBaHUsI Pa3BUBAIOTCS
nu3aptpus, nucdarus, HazooHus, aTpodus U GacUKYISIUHN s3bIKa. B
MOCJICJICTBUU PA3BUBAETCS BEPXHUMN BSIIBIH aCHMMETPUYHBIN Tapanapes ¢
runeppedaekcueii, arpo@usiMu U MATOJIOTMUYECKUMHU MTUPAMUIHBIMU 3HAKaMHU.
3aTeM NMPUCOEAUHACTCS HIXKHUN CIAaCTUYECKUI aCUMMETPUYHBIN mapamnapes ¢
runeppedaekcueil U NaToJIOrH4ecKuMU TupaMuaHbIMU 3HakaMu. HaGmromaercs
BBIP@KEHHOE CHIDKCHHE MACChI TEJa, a B MO3JHEH CTaauu 00JIe3HU
IPUCOSTUHSIOTCS IbIXaTeIbHbIE HAPYIICHUSI.

B cermenTosiiepHoM BapraHTe 60KOBOTO aMHOTPO(YHUUECKOTO CKIepo3a ¢
MIPOTPECCUPYIONTUM OyTHOAPHBIM MapaIMuOM 3a00JICBAaHUE CTAPTYET C PA3BUTHS
nuchoHum, nucaruu, TU3apTPUU, BEITAJACHUS TIIOTOYHOTO ¥ MAHAUOYIISIPHOTO
pednekcos. Jlanee pa3BUBaeTCs BEPXHUMN BsUIBI aCHMMETPUYHBIN TTapamnapes ¢
runeppedaekcueid, arpopusIMu 1 TATOJOTUYECKUMH MUPAMUTHBIMY 3HAKAMH.
[To3nHee npucoeUHAETCS HUAKHUN CHACTHYECKUN aCHMMETPUYHBIN MTapanapes ¢
runeppedaeKkcueil ¥ MaToJIOTMIeCKUM 3HakaMu. B cBs3u ¢ aucdarueit
CYIIECTBEHHO CHIKAETCs Macca Tena. B mo3aHeit ctaguu 6oJie3Hu
MPUCOEINHAIOTCA IbIXaTEIbHbIE HAPYIIEHUS.



5. Ocnoscnenus.

N3-3a BeIpaXE€HHOT0O OCIA0JICHHS TOHYCA MBILIL BO3HUKAIOT KOHTPAKTYPbI
cycraBoB. [IpakTHuecku y BceX NallMeHTOB B UCXOE MOCTENIEHHO Pa3BUBACTCS
MOJTHBIN Mapainy NOPaXKEeHHOM YacTH Tesia (BepXHUX, HPKHUX KOHEUHOCTEH, IIEH )
C yTpaToi CrocoOHOCTH K X0/1b0e 1 camooOcyxuBanuto. K Haubosee cepbe3HbIM
OCJIO)KHEHMSIM CJIETyeT OTHECTH aCIIUPAIIMOHHbIE THEBMOHUHU, KOTOPbIE BhI3BAHbI
OynpOapHBIMU U TICEBA00YIHOAPHBIMHU HAPYIICHUSIMH, BCTpeyaromumucs y 67%
NaIMEHTOB.

J171s1 T0JIOBUHBI OOJIBHBIX XapaKTePHbI CHU)KEHHE TaMATH U YMCTBEHHOM
pabotocnocoOHOCTH. Y 5% ManMeHTOB IEMEHIIUS COYETACTCS C
NAapKUHCOHUYECKUM CHHAPOMOM (PUTHIHOCTH MBI, CKOBAHHOCTb MOXOJIKH,
MEJIKOpa3MaIlIuCThIi TpeMop). PaccTpoiicTBa Ta30BbIX (PYyHKIIHM, TaKHUE KaK
HeJlep)KaHue MOYM U HEMTPOU3BOJIbHAS e eKalus, HeTUITMYHBI 115 OOKOBOTO
aMHUOTPO(PUIECKOr0 CKIEPO3a U BOSHUKAIOT TOJIBKO Ha MO3/THUX dTarax
3a00J1eBaHMUS.

6./[luaznocmuxa.

Kyparnueit marueHToB, cTpagaromux OOKOBBIM aMHOTPOPHUUECKUM CKICPO30M,
3aHUMAIOTCS Bpaun-HEBPOJIOTH. Y HEKOTOPHIX OOIBHBIX YAaeTCS BBISIBUTH
MIOJIOXKUTEILHBIN CeMEHBIN aHaMHe3 (OJM3KU pOACTBEHHHK C JJAHHBIM
3aboneBanuem). [Ipu ocMOTpe manueHTa OTMEYaroTCs CHIDKEHUE MBITIICYHOTO
TOHYca, OyIp0apHbIC HAPYIIEHUS, HAUIMYNUE KPaMITd — 00JIC3HCHHBIX MBIIICYHBIX
cokpaiieHui. [{ns yrouHeHHs JuarHo3a Ha3HayaeTcsl JOMOTHUTEIbHOE
00ceI0BaHKEe, BKIIOYAIOIIEE:

OMI'. Ilpu BBIIOJIHEHUU UTOIBYATON SJIEKTPOMHUOTPAPUN OTMEUAETCS CHUKCHUE
CKOPOCTH MPOBEACHUS UMITYJIbCA, YBEINUECHUE AMIUTUTY bl U JUIUTEIIbHOCTH
MOTEHIMAaa JeUCTBUS JBUTATEIbHBIX €AMHULI, SMIU30/1bl CIIOHTAHHOMN
ANEKTPUUECKON aKTUBHOCTH ((huOpmIisamny, PaciuKyIIsInm ).

buoncus MBIIIII. ['ncronoruueckas KapTuHa ouomnrara HCPBA IIOKA3bIBACT
IMpU3HaKu JCMHUCIINMHHU3allnH, Ha6YXaHI/Ie, pacinaag u ru0beab 0CEBBIX MUWJINHAPOB.

MPT. MPT rosioBHOro M03ra NpOBOJUTCS C LEIBIO UCKIIOYEHUS IPYTUX
HEWpOeTeHEPATUBHBIX 3a00JIEBaHUN, UMEIOIIUX CXOJIHYIO KIUHUYECKYIO
kaptuny. B penkux ciyyasx y 0oi1bHbIX BAC 0OHapyXuBaeTcsl yCUICHUE CUTHAIa
OT KOPTUKO-CITUHAIBHBIX TPAKTOB.



JIHK-ananu3. Metonom nommMepa3Hon HENMHON PEAKIUU Yy YaCTH MTAIllUEHTOB
yAaeTcs BBIIBUTh MyTalluM B TeHax cyrnepokcuaaucmyTasbli-1 (SOD1) u Corf72.
B cnyyasx cemeiinoit popMbl 60KOBOTO aMHOTPO(UUEKOTO CKIIEPO3a HAXOIST
mytanuu renoB FUS, TARDBP.

7. {ughghepenyuanvnaa ouacnocmuxa.

Jia nuddepeHunanum 60KOBOro aMMOTpO(UIECKOrO CKIIEPO3a OT MOTEHIIUAIBHO
U3JICYMMBIX W/WIH UMEIOIINX TOOpOKAaYeCTBEHHBIN MPOTHO3 3a00J€BaHU
nposoauTcss MPT no3BoHOUHHKA U TOJIOBHOTO MO3ra. C ee MOMOIIbIO BBISBIISIOT
NPU3HAKU JIeTeHepalluy MUPAMUIHBIX TPAKTOB, KOTOPBIE XapaKTEPHbI IS
NUPAMUIHOTO U Kjlaccuyeckoro BapuantoB bAC.

Kpome Toro, B CBSI3U CO CXO)KMMH CUMITOMAMH U KITMHUYECKON KapTHHOM
60KOBO aMUOTpodUUECKH cKiIepo3 Heobxoaumo auddepeHurpoBaTh OT:

3a00J1€BaHU I MBIIII (MHO3UT C KJICTOYHBIMU OTKJIOHEHUSAMHU, TUCTpOoduIecKas
muotoHust Poccomumo-Ilreitnepra-Kypimana, okynodapeHruanbHas
MUOAUCTpOdus);

3a00JIeBaHUH C MMOpPAKEHNEM HEPBHO-MBIIIICYHOTO CHHAIICA (MHACTEHUS, CHHIIPOM
JlamGepTa-HToHa);

3aboseBaHui nepudepruIecKuX HEPBOB (MYJIbTH(OKAIbHAS MOTOPHAsI HEBPOTIATHUS
¢ O6iiokamu nipoBeaieHus, cuHapoM [lepconerimxka-TepHepa, N30 IUPOBaHHBIE
MOTOpPHBIE MTOJIMHEBPOTIATHH, TPOKCUMANIbHAS AUabeTUYeCcKasi MOTOpHAs
noJIMHEBponaTus, HeiipomuoTonus Mcaakca);

3aboneBaHuii cnuHHOTO Mo3ra (0yns0ocnrHanbHast amuorpodus Kennenu, a
TaK)Ke WHBIE CIIMHAJIBHBIE aMUOTPO(GUHU B3POCIBIX, XPOHHUECKasi BEepTeOpOreHHas
UIIIEMUYECKas MUETIOATHSI, CAPUHTOMHUEIIUS, OITyXOJIM CIIMHHOTO MO3Ta,
ceMeiHas criacTU4ecKas rnaparierus, 1euiuT TeKCO3aMUHUA3bl, XPOHUYECKUI
mumboneiko3 win TuMdoma ¢ mopakeHneM nepudepudecKux MOTOHEHPOHOB);

3200J1€BaHMI TOJTOBHOTO MO3Ta (IUCIUPKYJIATOPHAS dHIIeaaonaTus,
MYJIBTUCHCTEMHAs aTpoQus, CAPUHT 00 yJIbOMS, OTTYXO0JIH 3aHEH YSPEITHOM IMKHU U
KpaHUOCIIMHAIBLHOTO TIepexoa);

CHUCTEMHBIX 3a00JIECBAHUN.



8. Jleuenue BAC.
Hemeouxamenmo3snas mepanus

Bcex 001bHBIX ¢ JaHHBIM TUarHO30M HEOOXOMMO FOCITUTAIU3UPOBATH B
HEBpOJIOTHYECKOe oTaeNeHne. DPPEKTUBHOrO JIEUEHHs], CHOCOOHOTO OCTAHOBUTD
IporpeccupoBaHue 3a00JIeBaHus, HE CYlIeCTBYeT. EAUHCTBEHHBIM
JIEKapCTBEHHBIM CPEJCTBOM, BIUSIOIIUM Ha MaToreHe3 60KOBOro
aMUOTPO(PUYECKOTO CKIIEPO3a, SIBISETCS PUITY30.L.

OTOT npemnapaT TOPMO3UT BHICBOOOXKACHHE U3 HEHPOHOB TlyTaMara —
AMHUHOKHCJIOTHI, 3aIyCKaIOIIEN MpoLecc IereHepalil HEPBHBIX KJIETOK. Ero
NpUMEHEHHE MO3BOJIAET MPOJITUTH )KU3Hb 0OJILHOTO B cpeiHeM Ha 3 Mecsua. Bee
ne4yeOHbIe MEPOIIPUATHS HAIIPABJICHBI HA KY[TUPOBAHKUE WM 00JIerdeHne
OCHOBHBIX cUMNITOMOB BAC — Oyp0apHbIX HAPYIIEHUI U CTTACTUYHOCTH:

JIOK. [Ins nogaep:kaHusi MBIIIEYHOTO TOHYCa PEKOMEHAYIOTCS PETYJIIPHBIE
¢uznueckue Harpy3ku. Ha HagasbHBIX 9Tanax 3a00JieBaHMs! BBIMOIHSIIOTCS
aKTUBHbBIC YIPAXXHEHU, Ha 0oJiee MO3THUX CTAUAX, KOTJ]a CAMOCTOSATEIbHBIC
JBIKEHHUS 3aTPyIHEHBI — [IACCUBHBIE.

Oproneauueckue npucnocodsenus. s pukcannm pa3inyHbIX YacTeil Tena ¢
HEJbIO PEIYIPEKIEHUS KOCTHBIX JeopMaluii U CyCTaBHBIX KOHTPAKTYP
UCIIOJIb3YIOTCSI OPTE3bI, KOPCEThI, UMMOOUIU3UPYIOIINE IIUHBI.

[Tutanue. [1pu pa3BuTun OyI0apHBIX HAPYIIEHUN BCIIECTBUE OCIA0ICHUS MBIIIII
IJIOTKU U SI3bIKA IOSBIISICTCS ONACHOCTH MOIAJaHUsl MUY B IbIXaTEJIbHbIC IIYTH.
[ToaToMy pekoMeHAyeTCsl MUTaHUE MOJYTBEPAbIMU MPOAYKTAMU (Kalllu, MIOPE),
IIPUEM UL CIIEAYET BBINOJHATh B BEPTUKAJIBHOM IT010KeHUHU. [Ipu Tskenon
nucharuy IpOBOJAUTCS HIOCKOMUYECKAs TAaCTPOCTOMHSI.

[Monnep>xanue nprxarenbHO GyHKIUUA. OYeHb BaKHBIN aCMIEKT B JICUCHHUH
OOTBHBIX OOKOBBIM aMHOTPO(DHIECKUM CKIEPO30M. B 3aBUCHMOCTH OT TSIKECTH
KUCJIOPOJHOW HEAOCTATOYHOCTH HA3HAYAOTCS UHTABILUNA KUCIIOPOa Yepe3
Ha3aJbHYIO KaHIOIIO WIH JIMLEBYIO MAacKy, HEMHBAa3UBHAS! BEHTHIISIIIUS JIETKUX
yepes nopraruBHble anmnapatsl MBJL

ObecneueHre KOMMYHUKAUU. Y TSKENIbIX OOJBHBIX C BBIPAKEHHOW MBIIIEYHOMN
atpodueli u qu3apTpue s 00JIerdeHrs OOIIEHUS ¢ OKPYKAIOIUMHU
MIPUMEHSIIOTCS Pa3JIMYHbIC SJIEKTPOHHBIE WU MEXaHUYECKIUE KOMMYHHUKATHBHBIC
YCTPOMCTBA.



Meouxamenmo3suasn mepanusi

Bce BolnienepeunciaeHHble MEPONPUITUS Oy YT UMETh MaKCUMaJIbHBII
TepaneBTUYeCKU 3(P(PEKT TOTBKO B CIy4ae UX COBMECTHOIO U PETYIISIPHOTO
MPUMEHEHUS, a TAKXKeE JOMOJHEeHUs papmakoTepanuen. s nedeHus: 60JbHbIX
BAC na3zHavarTcA cieAyronme JeKapCTBEHHbIE MpenapaThl:

MuopenakcaHTbl 1 aHTUKOHBYJIbCAHTHI. J{J11 60pbObI C MBIIIEYHON
CHACTUYHOCTBIO U 00JIE3HEHHBIMU CYAOpOraMu 3(p(PeKTUBHBI TpenapaThl,
paccnabstonue MycKkynatypy (6akiodeH, ToJIMepru30H) U MPOTUBOCYIOPOKHBIE
cpeacTra (kapbamasernuH, PEeHUTONH).

XonuHoOnokaTopsl. [Ipu BeIpaK€HHOM CIIFOHOTEUEHUHU UCTIOJIb3YIOTCS
MEJMKaMEHTBbI, MOJABIISAIONINE BHIPAOOTKY CIIOHBI — OJ0KATOPBI M-
XOJUHOPEUENTOPOB (aTPONUH, THOCIIHH).

Jlexctpomeropdan U XuHUIWH. JlaHHBIE ITpenapaThl XOPOIIO 3apeKOMEHI0BAIN
ce0s1 111 KOppeKIUU Oy Ib0apHBIX HapyIICHU.

MyKOJIUTHKHN U OTXapKUBAIOIINUE CPEACTBA. Y OOJBHBIX CO CIa00CTHIO
JBIXaTeIbHOW MYCKYJIATYpPHhI JIJIs1 yCTpaHEHUs! TAKUX IIPOOJIeM Kak ciaboe
OTXapKUBAaHUE U CKOILJICHUE B JBIXaTEIbHBIX My TSIX I'YCTONH MOKPOTHI,
NPUMEHSIOTCS TIpenapaThl, pa3KImKarIe MOKPOTY (AETUIILIUCTENH) U
CTUMYJIMPYIOIINE €€ OTXapKUBaHUE (TePIUHTUIPAT).

9.31<cnepumenmaﬂbnoe Jieuenue.

HenpepbIBHO BeAyTCsl KITMHAYECKHUE UCCIICIOBAHMSI 110 TIOUCKY M pa3paboTke

s dextuBHoro Merona neyenus bAC. Hanboree nepcrneKTHBHBIM HApaBIeHUEM
Ha JaHHBIA MOMEHT CUMTAIOTCS KJIETOYHBIE TEXHOJIOTHH, a HMEHHO —
WHTPACTIMHAIBHOE BBEICHHE ME3EHXMUMAIBHBIX CTBOJIOBBIX KJIeTOK. [Tonamas B
MOJIOCTh CIUHHOTO MO3Ta, CTBOJIOBBIE KIIETKH CTIOCOOHBI A HepeHITnpOBaThHCS B
HEHWPOHBI ¥ TIOCTENIEHHO 3aMECTHUTh IMOTHOIITYI0 HEPBHYIO TKAHb.

Takke HEKOTOpbIE YCIIEXH B BUJI€ YBEIIMUCHUS MTPOJIOKUTEIILHOCTH KU3HU
60mpHBIX BAC TIpOIeMOHCTPUPOBATH HCCIIEIOBAHMUS, B KOTOPHIX MPUMEHSIIACH
PEKOMOMHAHTHBIN YeJI0BEUECKUN SPUTPOINOITHH, LIMJIMAPHBIA HEUPOTPOITHBIN
dakTop u nHCYIMHONIOA00HKIHN (hakTop-1. HeGonbiiyto 3¢ pexkTuBHOCT OKa3al
npenapar 3/1apaBoH.



10. Ilpoznos.

[Ipu GokOBOM aMUOTPO(UUECKOM CKIIEPO3€ MPOrHO3 BCEr1a HEOIaronpusITeH.
Hckirouenrne MOryT COCTaBIATh HacaeaAcTBEHHbIE cirydau bAC,
aCCOILMUPYIOIINECS C OMPE/ICIICHHBIMA MYTAIMSIMHU B T€HE CYNIEPOKCHUAANCMYTa3bl-
1. IIpogomkuTeabHOCTh O0JIE3HU MPHU MOICHUIHOM Ae0r0Te — OKOJIO 2,5 JIET, pH
O0ynbs0apHoM — okoJio 3.5 net. He 6onee 7% nanuenToB ¢ guarHo3oMm BAC xuByT
Oonee 5 ner.

11. Ilpogpunaxmuxa.

MertonoB cnieniuduyeckoi npopusakTUKU OOKOBOT0 aMUOTPOPUIECKOTO CKIEpO3a
He cymiecTByeT. EnuHCTBeHHBIN d(PEKTUBHBIN CIIOCOO MPETOTBPATUTH PA3BUTHE
3a00JeBaHNs — IPeHaTaIbHAs JUAarHOCTUKA (BBISIBJICHUE MYTAIIMi B
AMHUOTUYECKOM KUJKOCTH UM BOPCUHAX XOPUOHA) U TIPEPHIBAHUE
O0epemeHHOCTH. BropuuHas npodunakTHKa 3aKIF0YaeTCs B MPEYIPEKICHUN
OCJI0KHEHMH.



Cnucok aumepamypol:

1. BokoBoii aMHOTpOHHUUECKHI CKIEPO3 — COBPEMEHHbBIE IEPCIIEKTUBBI JI€UECHUS/
JIuxaues C. A., Pymkesuy FO.H., Kopoyt T.B., BoiitoB B.B.// Menuununckuit
xypHain BI'MY. —20009. - Ne 1(27).

2. bokoBoii aMmuoTpodrueckuil ckiaepos (onucaHue KimHu4yeckoro ciyyvas)/ JI.P.
3akupoBa, M.U I'ypkuna, K.I'. BanieeBa// BecTHUK cOBpeMeHHON KIMHUYECKOMN
Menununbl. — 2010.

3. bokoBoit amnoTpoduyeckuii ckinepo3 (KIMHUKO-
ANEKTPOHEHPOMHUOTpaPUUECKU U HEHPONICUXOIOTUYECKUM aHanu3). ABTopedepar
nuccepranun/ Motkosa 1.B. — 2008.
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«boKoBOIi iNHOTPODUUECKII CKIEPO3».

boxoBoit aMHOTpohHYECKH# CriIepO3 — HeHpo/lereHepaTnBHoe 3ab0eBaHKe.
KOTOPOMY COIYTCTBYET I'UO€b [IEHTPANIbHBIX M HEPU(PEPUUECKUX MOTOHEHPOHOB.
OcHoBHbI€E NPOsABIEHHS 3a00JIC31HUSA: aTPOPHS CKEJIETHBIX MBbILIIIL,
(hacuMKyIALHY, CIACTUYHOCTD. I'ineppediieKcus, MaToI0rHYecKue MUpaMu/IHbie
3HAK{ B OTCYTCTBHU TA30BBIX M 71a30/IBUraTeIbHbBIX PACCTPOMCTB.
XapakTepu3syercst HEYKIOHHBIM [|POIPECCHPYIOLLUM TeUeHneM, [IPUBOASILUUM K
JeTAIBHOMY HCXO/Y. 3a00MeBu:i1i¢ AUArHOCTHPYCTCS Hd OCHOBAHKM i1 HbIX
HEBpOJIOru4ecKoro craryca, DHi, OMI', MPT no3BoHOYHKMKA K TF'OJIOBHOIO MO3ra,
aHaju3a LepeOpOCHUHANBHOMR 7K11/IKOCTH M FeHCTHUYECKHX UCCiieloBanuil, K
COXKAJIEHUIO, HA CCTOAHALIHUM : Hb MEAMIMHA 1 pacnoiardae t »pPer IO
naroreHeru4yeckoi tepanueit b AC.

B pabore noapo61o paceMoTpeini: STHONOTHS, NAaTOreHes, KIaccupuKalims,
CHMIITOMBEI, IMarHoctuka u nevciive bAC.

Pedepat uMeer XOpoILyIO JIOTHCCKYIO CTPYKTYPY. Bee MOHATHS OnucaHbl u
XOpoIIo packpblThl. CTPYKTYpa pedepara yetkas, 6€3 MTUITHUX ONUCAHUIA.

OcHoBHO¥ 3azaueil ucCIeNI0Bal s ABISIOCH H3yHeHHE MMEIOLIEHCs M0 JaHHOMY
BOMPOCY HAYUHOIT U METOAUYEC KO TUTCPATYPLI.

Takum 06pasom, MOKHO PEKOMC!110BATh JIaHHbIN pedepaT Kak HACTONbHBIE
METOAMYECKHE YKA3aHUs ISl PuGOTbl OPAUMHATOPOB U HEBPOJIOIOB.

AccucreHT xadenpbl HEPBHBIX (OJI€3HEH

¢ —  CyGouesa C.A
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