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Onpenesienue

bokoBoii ammorpodudeckuii ckiepo3(bAC)—neiipoaerenepatuBHOe 3a00J7€BaHUE C
HEYKJIOHHO TTPOTPECCUPYIOIIUM TEUCHUEM U HEU30EKHBIM JIETATBbHBIM UCXOJIOM,

B pe3yJibTaTe KOTOPOIrO MPOUCXOJUT TUOEIh MPEUMYIIECTBEHHO LEHTPAIbHBIX U
nepudeprueckux MOTOHEHPOHOB, OTBETCTBEHHBIX 32 MPOU3BOJILHBIC JIBUKCHUS.

ITHOJIOTUA
B nacrosmee Bpemst jgokazaHo, uTto bBAC saBnseTrcs  MyJIbTHUGhAKTOPUAIBHBIM

3a00JIeBaHUEM, B PA3BUTUHM KOTOPOTO MTPAIOT POJIb KaK AK30TCHHBIC BO3JICHCTBUS, TaK U
reHeTUYeCKasi MPeapacronokeHHOCTh. (CorlacHO OJHOMY W3 MCCIEIOBAHUM, IS
3alycka HeoOpaTuMoro marojiormdeckoro mpomecca npu bBbAC  Heobxomumo
MPOXOXKJACHUE O IIECTH CTYINEHEH, Kaxkaas U3 KOTOPBIX MOKET COOTBETCTBOBATH
BO3JICHCTBHIO BHEIITHETO MJIM I'eHETHUECKOTo (pakTopa pucka. Takas MyJbTHCTYIIEHUIATAS
Mozeiab naroreresa comamkaer BAC ¢ OHKOJOrMYECKHMMH 3a00JIE€BAHUIMHA U OOBSICHSIET

TPYIHOCTH B TIOMCKE OTIEIBHBIX ()aKTOPOB PUCKA, TaK Kak 3a00JIeBaHUE, TTOBUIUMOMY,
00yCTIOBJIEHO MocJeI0BaTeIbHBIM BO3EHCTBUEM MHOTHX (bakTopoB.
ONUAEMUOJIOTHYECKUE UCCIICIOBAHUSL JEMOHCTPUPYIOT 3HAUYEHUE PA3JIMUHBIX BHEITHUX
dakTopoB. Hanpumep, cpeau oduiiepoB u congat apmuu CIIIA — ydacTHUKOB aKTUBHBIX
00eBBIX JeicTBUil B BoWHe B Mpake 3a0osieBaeMOCTh B 2,5 pasa BbIIIE, YeM B OOIIIEH
nonyysiuu. Ha posib MOBTOPHBIX TpaBM M BBICOKUX (DM3UYECKUX HArPy30K YKa3bIBacT
BBICOKasl 3a00JIeBa€MOCTh Cpeld CHOPTCMEHOB, OCOOCHHO (PyTOONMMCTOB, JETYMKOB.
Kpome Toro, obcyxkmaercss poib KypeHHs, BO3JACHCTBHS AJICKTPOMArHUTHBIX IOJICH, a

TaK)K€ Y4acCTHE HEHPOTPOMHBIX BUPYCOB (PHTEPOBUPYCOB, PETPOBUPYCOB) B ATHOJIOTUU
BAC.

I'eneTnyeckas npeapaciiooKCHHOCTb, II0 MHCHHIO MHOTI'UX OJOKCIICPTOB, ABJIACTCA
00s13aTEIbHBIM YCJIOBHCM PA3BUTHIA 336OJI€BaHI/IH, OJHAaKO HE BCC I'CHBI, ITOBPCKICHUC

KOTOpbIX NoBbIIaeT puck BAC, Ha CETOIHAIITHUN 1€Hb U3BECTHBI.

B cemeiinbix ciydasix OOJIE3HM T€HETHYECKYIO0 MPUYMHY YyAaeTcs BbIABUTH B 68 %
Clly4aeB, a MpHU cHopaauyeckux ciydasx — B 11 %MynpTudakropuanbHas npupoja
3a00JieBaHUsl OOBSICHSIET OTCYTCTBUE B HACTOAILIEE BpeMs CHELU(PUUECKON dTHOTPOITHON
tepanuu npu BAC.

DK30TCHHBI WM SHJOTCHHBIH (aKTOp WHUIIMUPYET pa3BUTHE IIEJIOr0 Kackaja
NaTOJOTHYECKUX pPEeaKIni, MPUBOMIIINX K THOenu MoToHelpoHa. K HMM OTHOCSTCS:
OKCAHTOTOKCUYHOCTh, OKHCIUTEIBHBI cTpecc, HapymeHue mnpomeccunra PHK,
MUTOXOHJApUANbHAA  AUCPYHKIMS W  HapylIeHHE  KalblIMEBOIO  TOMEOCTa3a,
KOH(OpMaIMOHHBIE  M3MEHEHHMsI OCJIKOB W HMX  arperupoBaHue, JaucOaliaHc
MPOTECONIUTHYECKOM  CUCTEMBI, HapylieHue (QyHKIUM OCNKOB IUTOCKENETa U



aKCOHAJIBHOTO TpaHCHopTa, nedunutr HepoTpoduuecknx (GaxkTOpoB, aKTHBAIUS
MUKPOTJIUU U JP.

IlaTorenes

Ha cerogus He cymiecTByeT OOLIENPU3HAHHONW THUIOTE3bl IaToreHe3a OOKOBOTO
amuoTpoduueckoro ckiepo3a. CorjiacHo COBpeMeHHBbIM NpeACTABJIEHUSM, pa3BUTHE
BAC o0ycnoBieHO B3aUMOAEHCTBUEM HACIEICTBEHHBIX U YK30T€HHBIX MTPOBOLUPYIOLIUX
¢dakTopoB. MHOXECTBO MATOJIOTMUYECKUX HW3MEHEHWH B HEMpPOHAX MPHUBOIUT K
MPEANOJIOKEHUI0, O MHOTOBAPUAHTHOM 3THOJOrnyeckoM (akrtope. PaccrpoiictBa Ha
KJIETOYHOM YPOBHe NPH 00JIe3HHN IBUTATEJIbHOI0 HeHPOHA O0IIMPHBI M BKJIKYAKOT:

*M3MEHEHUSI B LIUTOCKEJNIETE: CTPYKTYPHYIO JI€30praHu3alii0 HEeHpOPUIaMEHTOB, UTO
BEJIET K HAPYIIIEHUIO aKCOHAJILHOTO TPaHCIIOpTa

*TOKCHYHOE JICWCTBHE BHYTPHUKJICTOUYHBIX OCJIKOBBIX arperaTtoB, BIMSIONIAX Ha
(GYHKIIMOHUPOBAHNE MHUTOXOHAPUATBLHOTO amnmnapara W HapyIICHHEe BTOPUIHOU COOPKHU
IUTOINIa3MAaTHYECKUX OCIIKOB

*MHUKPOTJIHAIBHYIO aKTUBAIMIO W W3MEHEHUsI MeTa0oJiu3Ma CBOOOJHBIX PAIUKAIOB U
ryramara.

B Hopme SOD-1 unruoupyer WJI-1b-konBeprupytommii ¢epment. Ilox nelictBuem
nocyennero oopasyercs MJI-1b, uaunmupyromuii rudenb HEMPOHOB MOCIIE CBS3BbIBAHUS
co cBoUM MeMOpaHHBIM perentopoM. [IpoaykT nedextHoro rena SOD-1 He criocoOeH K
unrubupoBanuto  MJI-1b-konBeptupytomero  ¢gepmenra, obOpazyrommiics  WNJI-b
UHAYLUPYET TMOeIb MOTOHEHPOHOB Ha PA3JIMYHBIX YPOBHSX HEPBHOM CUCTEMBI.

CoBpeMeHHbIE B3IJISIIbI HA NATOreHe3 0OOKOBOI0 aMHMOTPO(HUYECKOr0 CKJIepo3a
BKJIIOYAIOT B ce0sl IPEe/ICTaBICHHE O OOJBIION POJNM OKUCIUTEIBHOTO CTpecca B
pa3BuTHM 310 natosoruu. Ilpeamosiaraercsi, 4To NEPEKUCHh BOJOPOIA, MOKET CIIYKUTh
aHOMAaJIbHBIM CyOcTpaToM it KoHpopMmupoBaHHOW Mmonekyinsl SODI1. B pesynbrare
MIPOUCXOUT YCUIIEHHE NEPOKCUAAHTHBIX PEAKIMA U BO3pAcTaeT MPOAYKIHS TOKCUYHBIX
TUAPOKCUIIBHBIX PaJMKaJIOB.

CyuiecTBeHHasi poJib OKHCIHMTENIBHOrO cTpecca B natoreHe3e BAC moareepskaaercs
OMOXUMUYECKUMH HUCCIIEOBAHUSIMU, TIPU KOTOPBIX OOHAPYKHIIOCH HAMHYUE Y OOJBHBIX
HEJIOCTAaTOYHOCTHU PAJIa CUCTEM aHTHOKCUAAHTHOW 3aTUTHI, TUCHYHKIIMH MUTOXOHIPHA,
nucMeTadoau3Ma IIyTaTHOHA, SKCAUTOTOKCHHA TIyTaMaTa U MEXaHU3MOB IIyTaMaTHOTO
TpaHcnopT. Bo3MOXXHO, OKUCIUTEIBHOE MOBpexAcHUE OenkoBbix MuieHeil (SODI,
HelipouIaMeHTHBIX OCJIKOB, ab(ha-CUHYKJICHUHA U T.Jl.) MOXKET 00Jier4yaTh U YCKOPATh
WX COBMECTHYIO arperanuro, (HOpMUpPOBaHHME IUTOIIA3MATHYECKUX BKIIIOUCHUH,
KOTOpBIE CIIy»aT cyOcTpaToM Uil JaldbHEWIIHUX TMAaTOXUMUUYECKUX OKHUCIUTEIbHBIX
peaKIui.



Knacenpuxauus

Knaccudukanuio Oosie3Hel NBUraTesIbHOTO HEHWpOHa CIEAYeT paccMaTpUBaTh C TOUKH
3peHHsI KOHTHHyyMa IPOTPECCUPYIOMIMX  HEUPOACTCHEPATUBHBIX  3a00JICBaHUM,
O00OBEIMHEHHBIX CXOXXMM IaTOT€HE30M, Ha OJHOM TIOJIOCE KOTOPOTrO HAXOJUTCS
mporpeccupyiomas  MbllieyHass  atpoduss C€  HUCKIIOUYUTEIbHBIM  TOPaKCHHEM
nepudepruueckux MOTOHEHPOHOB, Ha JPYroM — TEPBUYHBIN JlaTepalbHBIN CKIIEPO3 C
MOPAKEHUEM HMCKIIOUUTEIIBHO IIEHTPAIbHBIX MOTOHEHPOHOB, HO OOJIBIIYIO YacTh
crnekTtpa 3aHuMaer BAC ¢ mopaxeHueM, BOBJICKAIOIIEM B TOW WM MHOW CTENEHH Kak
IICHTpaJbHbIE, TaK W IMepudepudeckue MOTOHEHpoHBI. ClemyeT OTMETHTh, YTO B
OONBIIMHCTBE CJIy4aeB y TAIMEHTOB C YCTAHOBJICHHBIM B Hadale 3a00ieBaHUs
muarHo3oM [IMA unu IIbC o Mepe teuenus 3aboneBanus pazsuBaercsi BAC, To ecTh
MATOJIOTUYECKUN TPOLECC PACIPOCTPAHSIETCS KAaK HA BEPXHUM, TaK W HAa HUKHHU
MoToHepoH. Kinaccugukauus, TakuMm o0pa3oM, MOKeT ObITh OCHOBAaHA HA OJHOM
U3 CJeAYIIIUX NPUHIHUIIOB:

Jlokanuzarms nedrora BAC

* OynbOapHas popma — 30% ciyuaes;
* menHo-rpyaHas gpopma — 35% ciydaes;
* MosICHUYHO-KpecTioBast popma —30-35 % ciydaes.

CreneHb BOBJICUCHUS OCHTPAJIBHOI'O U HGDI/Id)eDI/I‘-ICCKOFO MOTOHEMpPOHA

* knaccuueckuit Bapuant BAC — 80% ciyuaes;

* MUPaMUIHBIN BapuaHT M ero kpaitHee mnposiBiienne [1BC (okoHuaTenbHBIH TUArHO3
IIBC ycraHaBiuBaeTcs MpU OTCYTCTBUU MPU3HAKOB BOBJIECUYEHUS HUKHETO MOTOHEMpPOHA
yepes 4 rojia oT Havasa 3aboneBanus) — 2—3% cirydaes;

* CErMEHTApPHO-SJICPHBII BapHaHT U €ro KpanHee nposiBaeHne [IMA — 5-15% ciyuaes.
CKOpOCTh IPOrPECCUPOBAHUS

e ObICTpO€ mporpeccupoBaHue (AJIUTETBHOCTh KU3HU MeHee 2 JeT OT Hayajia
CHUMIITOMOB);

* MEIJICHHOE MPOTpecCUpOBaHME (IIUTETHLHOCTh XKU3HU Oonee 10 jeT oT Hadana
CHMIITOMOB).

Bo3pacTt Hayvaia




* Pannuit 1e0roT (Mooxke 45 7eT), B TOM YUCII€ U FIOBEHUIIbHBIE HACIECTBEHHBIE ()OPMBI

(ALS2).

CreneHb KOTHUTHUBHBIX HaDV[HeHI/Iﬁ

* JIETKUE WIM YMEPEHHbIE KOTHUTUBHBIE HapylieHus — 30—40 % nanueHTos;
* T0OHO-BUCOYHAs AeMeHus — 5—10 % mauueHToB

CemeliHbIC U CrIopaanu4CcCKHue Ciiydau

* ciopaguueckuii —90 %; ¢ cemeitnbiit — 10 %.
Kinunnyeckas kapTuHa

Kinmanyeckast kapTuHa onpenensercs MopaXEeHNeM BEPXHETO U HUKHETO MOTOHEMpPOHA
Ha BCEX YPOBHSIX NUPAMUHOIO TPAKTA, IIPX 3TOM HA OPAKEHHBIX YPOBHAX COUYETAIOTCS
NPU3HAKA TOPAKEHUSI LEHTPAJbHBIX MOTOHEMPOHOB — CIIACTUYHOCTb, OYKUBIJICHHE
pedaekcoB, KIOHYCbl — U Hepudepuyeckux MOTOHEHPOHOB — TUNOTpodUH U
pacuukynauuu. Y NanueHTa pa3BUBAETCS CMEIIAHHBIM Hape3 MBI KOHEYHOCTEH,

TYJIOBUIIIA W JbIXaTEIbHBIX MBIIII, a Takxke OynbOapHBIM WM TCeBA00YIbOAPHBINA
cuHApoM. 3abojieBaHME  JCOIOTUPYET aCUMMETPHUYHO M 3aT€M  TOCTENEeHHO

PacipocCTpadiaCTCd Ha BCC OTACIIBI MUPAMHUIHOI'O TpaKTa, 4YTO B COUCTAHHUU C JaHHBIMH

MaTOJIOTOAHATOMUYECKUX HCCIIEIOBAaHUI yKa3bIBaeT Ha paJuaibHOE PacHpOCTpaHEHHUE
MaTOJIOTHYECKOro  mpolecca U3 mnepBuyHoro ¢okyc. [lpu  mporpeccupoBanuu
3a00JIeBaHUsI B TPOIIECC BOBJICKAIOTCS MPEUMYIIECTBEHHO MOTOHEHPOHBI, OJHAKO Y
MHOTHX ManueHToB (10 50%) MoxkeT HabIr01aThCsl HAPYLIEHUE KOTHUTUBHBIX (DYHKIIHA,
B TMEPBYIO O4Yepeab HCIOJHUTENBHBIX (DYHKIMN, a TakKe HapyIICHUS MOBEACHUS U
smonui. CMepTh HACTymaeT OT BTOPWUYHBIX OCIOXKHEHWH (THEBMOHHS, B TOM YHUCIIE

acnupaloHHast, TPOMOOAIMOOIIHS), a TAKKE B PAJE CIYYaeB B PE3YJIbTATE BEr€TATUBHBIX
HapyIIeHUH (BHE3amHas cepieuHast CMEpPTh).

HauajbHble IPOsIBJIEHUS 3200/1eBaHUA:

*CcJ1a00CTh B JUCTAIBHBIX OTJIE€JaX PYK, HEJIOBKOCTh IIPU BBINOJHEHUN TOHKUX ABUKEHUN
nanbllamMu, MOXYy/IaHUE B KUCTAX U (PaCUMKYJISALMK (MBIIIEUHbIE TOIEPTUBAHUS)

spexe 3aboyieBaHHE JE0IOTUPYET CIa00CThI0 B MPOKCUMAJBHBIX OTAENaXx pyK U
IUICYEBOM TIOsICE, aTPOPUSIMHU B MBIIIIAX HOT B COYCTAHWU C HW)KHHM CIIACTUYCCKHM
naparnape3om

*BO3MOXKHO Tak)Ke€ Hadaslo 3a0oJjieBaHUsI ¢ OyJIbOapHBIX pacCTPOMCTB — AM3APTPUU U
mucharum (25% cinydaen)



skpamnu (OOJIE3HEHHbIE COKpAILIEHUs, CHa3Mbl MBIIIN), HEPEIKO TI'e€HEpaTU30BaHHBIE,
BCTpEUalOTCs TNpakTuyecku y BceX OonbHbIX BAC, M Hepenko SBISIOTCS MEPBBIM
MIPU3HAKOM 3a00JI€BaHUS

XapakTepHble KanHuveckue mposijaenuss BAC./[ns 60xkoBoro amMuotTpoduueckoro
CKJIepO3a  XapakTepHO  COYETaHHOE  MOPaKEHHE  HIDKHEr0  MOTOHEHpoHa
(mepudepruyeckoro) U MOpakeHUE BEPXHETO MOTOHEHpPOHA (MUTAMHIHBIX MyTEH W/WIH
MUPAMUIHBIX KJIETOK JIBUTATEIBLHON KOPHI TOJOBHOTO MO3Ta.

H]I)I/I3HaKI/I HOopaKCHUA HUKHECI' O MOTOHeﬁDOHa:

*MBIIICYHAsI CJIa00CTh (T1ape3sl)
srutniopeduiekcust (CHIKeHHe pedIeKkcoB)
*MBILLIEYHbIE aTPOPUU

saciiuKyIsMK  (CIIOHTaHHBIE, OBICTPHIC, HEPUTMUYHBIE COKPAIICHHUS IyYKOB
MBIIIEYHBIX BOJIOKOH)

IIpu3Haky nopakeHusi BepPXHEro MOTOHEHPOHA: *MbIIlIeUHast c1aboCTh (Mapessl).

*CMIACTUYOCTh (TIOBBIIIEHUE MBIIIEYHOTO TOHYca) eruneppediekcust (MOBBIMICHUE
pediiekcoB)

*IIATOJIOTUYCCKUEC CTOIMHBIC U KUCTCBHBIC 3HAKH.

s BAC B OOJIBIITMHCTBE CIy4yacB XapaKTepHa
ACMMMETPUYHOCTh CUMNTOMATHKH. B aTpodupoBaHHBIX WM  JaXKe  BHEIIHE
MHTAKTHBIX MBIIIIAX OOHAPYKUBAIOTCS (PACHMKYJISAIMN (MBIIICYHBIE TOJIEPTUBAHUS),
KOTOpbIE MOTYT TPOSBIATHCS B JIOKAJBHOM TPyNIe MBI WIH € OBITh
pacrpocTpaHeHHbIMU. B THNM4YHOM ciydyae Ha4yajo 3a00/ieBaHMSl C MOXYIAHUS
MBI TeHAPAa OJIHOW W3 KUCTEW C pa3BUTHEM Cla0O0CTH aaayKIHH (MpUBEACHUS) U
OMIMO3UIMHU OOJBIIOrO Naniblia, (0OBIYHO ACUMMETPUYHO), YTO 3aTPYAHSIET CXBATHIBAHUE
OOJIBIIIUM M yKa3aTeJIbHBIM MajbllaMU U MPUBOJUT K HAPYIICHUSIM TOHKOTO MOTOPHOTO
KOHTPOJISI B MBIIIIAX KACTU. BOJIBLHOM OLIyIIaeT 3aTPYAHEHUS MPU TOAOUPAHUN MEJIKUX
OpeAMETOB, TMPU 3aCTETMBAHUM TYTOBWI, TMpU MHUChbME. 3aTeM, MO Mepe
nporpeccupoBanus 3a00JieBaHUsl, B IPOILIECC BOBJIEKAIOTCS MBIl TPEANIeybs, a
KUCTh TPUOOpETAaeT BUJ «KOTTHCTOW Jambl». Yepe3 HECKOJIBKO MECAIEB Pa3BUBACTCS
CXOJHO€ TMOpaXeHue Jpyrod pyku. ATpodus, TMOCTENEHHO PacCHpOCTPaHSACH,
3aXBaThIBA€T MBIl IUIeYa M IUIe4eBOro mnosica. QOXHOBpPEMEHHO € J3THM WIH
MO03:Ke YacTO Pa3BUBAETCS MOpaxeHue OyIbOapHBIX MBI (ACHUKYISIUA U aTpodus
S3BIKA, TTIAPEe3 MATKOTO Heba, aTpoQusi MBIIIII TOPTAHU U TJIOTKH, YTO MPOSIBISETCS B BUJIC
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IU3apTPUU (HapyueHus peun), nucharuu (HapyuieHus TJIOTaHMUS),
CIIIOHOTeUEHHsA. MUMHU4YecKHe M KeBaTeJbHble MbIIINBI O0BIYHO MOPAKAKTCH
no3:ke JApyrux rpynn wmeimng. [lo Mepe pas3Butus 3a0o0iieBaHHsS CTaHOBUTCS
HEBO3MOKHBIM  BBICOBBIBAHHME f3bIKa, HAaJyBaHWE IIE€K, BBITATMBaHUE TIy0 B
TpyOouky. MHOoraa pasBuBaercsi cjaadocTh pasrudaresieil roJioBbl, U3 3a 4YEro
OONBHOM HE MOXeT JaepxkaTb TroioBy npsmo. Ilpy BoBJeYyeHMM B Hpouecc
auadparmel HaOIIOJAETCSl MApPaJOKCANbHOE JAbIXaHWe (Ha BIOXE KUBOT 3amajaer, Ha
BbIIOXe BbINsunBaercs). Ha Horax oO0bIYHO mepBbIMHM ATPOGUPYIOTCH NEPEIHAS U
OOKOBasi TPYMIbl MBIIIL, YTO TPOSBIISIETCS «CBUCAIOIIEH CTOMOW» M MOXOAKOW THIIa
crennax (OONbHOM BBICOKO TMOJHUMAET HOTY M BBIOpAchIBaET €€ BIIEpE], PE3KO
omyckasi). Ha pykax HaGmrogatorcs aTpouu: TeHapa TMIOTEHAapa MEXKOCTHBIX MBIIIII]
NEeNBTOBUIHBIX MBI Ha HOrax BOBJIEKAIOTCS MBIIIIBI, OCYIIECTBIISIONIME THUIBHOE
crubanue crombl. B OynpOapHON MyCKynaType MOpa)arOTCsS MBIIIIBI SI3bIKA U MATKOTO
HeOa. IMupamMuaHblii CHHAPOM pa3BHUBACTCs, KaK MpaBWiIo, Ha paHHeidl crtaguu BAC u
MPOSIBIISIETCSL  OKUBJIEHUEM CYXOXWIbHBIX pediiekcoB. Bceien 3a 3TuM  Hepenko
pa3BUBAETCs HWXKHHUI CHAacTHYECKUl mapamnape3. B pykax mnoBblmieHue pedaekcoB
COUYETAETCS C MBIIICYHBIMU aTPOPUSAMH, T.€. HAOIIOIAETCA COUETAHHOE, OJJTHOBPEMEHHOE
MOPaKEHUE LIEHTPAJIbHBIX (MUPAMUIHBIX) MyTeH U nepudepruyeckoro MOTOHEHpPOHa, YTO
apisiercst xapaktepHbiM Juist BAC. [loBepXxHOCTHBIE OprolIHbIE peIeKChl UCUYE3al0T M0
Mepe mnporpeccupoBaHus mnporecca. Cumnrom babunckoro (mpu IITPUXOBOM
pa3ipakeHUH TOJOMIBBI OOJBIIONW TMajiell CTONbl pa3rudaercs, Jpyrue Majblibl
BEEPOOOPA3HO paACXOJATCA W pa3ruOaroTcs) HaOMIOJaeTCss B TOJOBUHE ClIydaeB
3a0oneBaHus. Moryr ObITb HApyLIEHHMsl YYBCTBHUTEJIBHOCTH. Y  OOJIbHBIX
HAOJMIOJAIOTCSl MapecTe3ud B JUCTANBHBIX OTAeNaXx pyk U Hor. bomm, mnoporo
BbIpaXEHHBIE, OOBIYHO HOYHBIE, MOTYT OBITH CBSI3aHBl C TYT'OMOJIBUKHOCTHIO CYCTaBOB,
JUINTEJIbHOM HEMOJBUKHOCTBIO, CIa3MaMH BCJEACTBUE BBICOKOM CHACTUYHOCTH, C
Kpamnu  (OOJIC3HEHHBIMM  MBIIIEYHBIMU  Ccla3Mamu), Jernpeccueil.  BolmaneHus
YyBCTBUTEIBHOCTH HE XapakTepHbl. ['J1a3oaBUrare/ibHble HAPYLIEHUSI HE XapaKTEPHbI
M BCTPEYAIOTCAd HAa TEPMHUHAIBHOM cTaausx 3abosieBanus. Hapymenusi QyHkumii
Ta30BbIX OPraHOB He XapaKTepHbl, HO B JaJeKO 3allleuiedl CTagud MOXKET
HAOMIOAAThCsl  3a7epKKa WM HEAEpKAHUE MOYU. YMEPEHHO  BbIPa:KeHHbIE
KOTHUTHBHbIE PACCTPOMCTBA (CHIDKEHHE MaMsTH U YMCTBEHHON pabOTOCIIOCOOHOCTH)
NPOSBIISIIOTCS. Y MOJOBUHBI OONBHBIX. Y 5% OONBHBIX pa3BUBAETCA JEMEHIHS JOOHOTO
TUIIA, KOTOpPasi MOXKET COYETAThCS C MAPKUHCOHUYECKUM CHHAPOMOM. (OCOOEHHOCTBHIO
BAC saBasiercsi OTCYTCTBHE MpOJIEXKHeH [a)ke y NAPAJM30BAHHBIX JeKAYUX
00JIbHBIX.

[IporpeccupoBanyre JBUTATENBHBIX PACCTPOMCTB 3AKAHYUBACTCHA  CMEPTHIO Yepe3
HECKOJbKO (2—6) net. UHOTMa 601e3Hh IMEET OCTPOE TCUCHUE.



JAuddepeHunaibHass IMATHOCTUKA

Jns  nuddepennuanuu 00KOBOro aMHOTPO(UUECKOTO CKJIepo3a OT MOTEHIIMAIbLHO
U3JICUMMBIX W/WJIM UMEIOIIUX JOOpOKAYeCTBEHHBIN MPOTHO3 3a00JE€BaHUI TPOBOJIUTCS
MPT mno3BOHOYHMKA U TOJIOBHOTO Mo3ra. C €€ IOMOIIbIO BBIABISIOT MNPU3HAKU
JereHepalud MUPaAMUJIHBIX TPAKTOB, KOTOPBIE XapaKTEpHbI [JIs1 MNUPAMHUIHOTO H
KJ1accuueckoro BapuantoB BAC.

Kpome Toro, B CBS3M CO CXOXKMMH CHUMIOTOMAaMH W KIMHUYECKOW KapTHHOW OOKOBOM
aMHUOTPOPUUYECKHI CKIIep03 He0OX0 Mo audepeHITupoBaTh OT:

3a0oieBaHUN MBI (MHO3UT C KJIETOYHBIMH OTKJIOHEHHUSIMHU, JHUCTpOpUUecKas
muotonus Pocconmumo-llIreitnepra-Kypimana, okynodapeHruanbHas MUOAUCTPOPUs);

3a00ICBaHUN C TIOpAKEHWEM HEPBHO-MBIIIICYHOTO CHHArca (MHACTCHHS, CHHIPOM
JlamGepTa-MToHa);

3a0oneBanuil nepudepruyeckux HEPBOB (MyJbTHU(OKaIbHAS MOTOpPHAs HEBpPOMNATHS C
Ookamu TpoBeneHus, cuHApoM llepconelimxa-TepHepa, M30IUPOBAHHBIE MOTOPHBIE
NOJIMHEBPONIATUH, TPOKCHUMalbHasg AuabeThyeckass MOTOpPHAsl — IOJMHEBPOIATHUS,
HelipomuoToHus Mcaakca);

3a0osieBaHU CIIMHHOTO Mo3ra (OynpOocnuHaibHas amuoTpodus Kennenu, a Takxke
WHBICE  CIOUHAIBHBIE  aMHOTPO(UM  B3pPOCIBIX, XpOHHYECKas  BepTeOporeHHas
UIIEMAYECKass MHEJIONAaThsl, CUPUHTOMHENHNs, OMyXOJIM CIIMHHOTO MO3ra, CeMeiHas
criacTHYeCKasl Mmaparuierus, AeGUIUT TeKCO3aMUHUAA3bl, XPOHUYECKHA JMM(DOICHKO3
WM JTuM(poMa ¢ opakeHreM NepupeprudecKiux MOTOHEHPOHOB);

3a00J1€eBaHUI TOJIOBHOTO MO3Ta (IUCIHUPKYJISITOPHAS dHIledaaonaTus, MyJIbTUCUCTEMHAs
aTpodusi, CUpUHTOOYIHOMs, OMYXOJU 3aJHEH YepernHON SIMKH U KPaHUOCIHHAIHHOTO
nepexoja);

CHUCTEMHBIX 3a00JIEBAHU.

JANATHOCTHUKA

Jlnarnoctuka OOKOBOTO aMHOTPO(PHUUECKOTO CKIIEpO3a B MEPBYIO OUYepenb Oa3zupyercs
Ha THIATEILHOM aHajIn3¢ KIMHWYECKOW KapTuHbl 3aboneBanus. OMI uccnemoBanue
(anmexkTpomuorpadus) ITOATBEPKIAAET JINarHo3 00se3Hn MOTOHENPOHA.



bokosoii aMmuoTpoduyecKu i CKJIepo3 HYKHO 3aM0403PUTH:
*IpU PaA3BUTHHM CJIA0OCTH W arpoduid, a BO3MOXKHO W (PaCIUKYISIUN (MBIIICYHBIX
MOJEPTUBaHUIN ) B MBIIIIIax KHUCTH
*IIpU TMOXYJAAHUS MBI TeHapa OJHON M3 KUCTEH C pa3BUTHEM CIa0OCTHU aJTyKIIHUU
(mpuBeneHUsI) W OMNNO3UIMU  OONbIIOro  manbla (OOBIYHO  aCUMMETPHUYHO)
*IIpY ATOM HaOJIIOAAeTCs 3aTpyAHEHUE MPHU CXBAThIBAHUU OOJBIIUM U YyKa3aTeJbHBIM
najgbllaMH, 3aTPyJHEHUs] MPU TOAOUPAHUM MEJKUX MPEIMETOB, NPH 3aCTETMBAHUU
IyTOBHUII, npu MUCHbME
*IIpU Pa3BUTHU CI1a00CTU B MPOKCUMANIBHBIX OTENAX PYK U IJICYEBOM Mosce, aTpoduil B
MBIIIIIAX ~ HOr B COYETAaHMM C  HUKHUM  CIACTUYECKUM  Mapamnape3oM
*IpU Pa3BUTUU Y TALMEHTA NU3apTpUU (HapylIeHUW peduu) U aucharuu (HapyuieHUuN
TJIOTaHMUS)

*IpU TIOSBJICHWHM Yy TAlMeHTa Kpammnu (OOJE3HEHHBIX MBIIICUYHBIX COKpAIIECHUN)

JuarHoctuyeckne kpurepun BAC BcemupHoOil opraHuzanum HeBposoros (1998):
srlopakeHue (JereHepanus) HIKHEr0 MOTOHEMpOHa, JOKa3aHHOE KIMHUYECKH,
ANEKTPOPHU3NOIOTHIECKU WIH MOpP(OTOrnyecKu
*ropakeHue (JereHepanys) BEpXHEro MOTOHEMpPOHaA M0 TaHHBIM KJIMHUYECKON KapTUHBI
*IIPOTPECCUPYIONIEE PAa3BUTHE CYOBEKTUBHBIX M OOBEKTUBHBIX MPU3HAKOB 3a00JICBaHUS
Ha OJIHOM YPOBHE MOPAKEHHUS LIEHTPAIbHOM HEPBHOM CUCTEMBI MJIM PACHIPOCTPAHEHUE HX
Ha JIpyrue YpOBHHU, ONPEAEIIEMOE M0 JaHHBIM aHAMHE3a WIN 00CIIe10BaHus.

Ilooo3penue na BAC: *tipu HaIUYUU CUMIITOMOB MOPAXEHUSI HUKHETO MOTOHEUPOHA B
2 i 3 peruoHax, TaKuxX Kak MpOTPECCUPYIONIasi MbIIIIEYHAs aTpOdUs WU APYTHE
JBUTATENIbHbIC CUMIITOMBI

IMI (Gaexkmpomuozpadus)

XapakTepHble u3MeHeHus: 1 Haxoaku Ha DOMI npu BAC:

*GUOPUILTAIIMU ¥ (PAaCHUKYIISUU B MBIIIIAX BEPXHUX U HUKHUX KOHEUHOCTEH, WU B
KOHEYHOCTSAX U 00JaCTH r'OJIOBbI

*YMCHBIICHHUC KOJIMYCCTBA ABUT'ATCIIbHBIX CIMHUI K YBCIIMYCHUC aMIININTY bl U
JJINTCIIBHOCTH ITOTCHLIMAJIAa HeﬁCTBHH ABUIaTCIIBHBIX CANHUIL

*HOpMaJbHask CKOPOCTh MPOBEACHUS B HEPBAX, MHHEPBUPYIOIIUX MAJIO MIOPAKCHHBIC
MBIIIIIBI, ¥ CHIPKCHUSI CKOPOCTH MPOBEJICHUS B HEPBAX, HHHEPBUPYIOMIUX TSHKEITO
MOpaXEHHBIE MBI (CKOPOCTh JTOJKHA OBITH HEe MeHee 70% OT HOpMallbHOM
BEJINYMHBI)



*HOpMaJIbHas 3JICKTPUICCKaAA B036YI[I/IMOCTI> " CKOPOCTb IIPOBCACHMA UMITYJIbCA I10
BOJIOKHAM 9YBCTBUTCIIbHBIX HCPBOB.

Jleuenue:

IHenu mepanuu:

* 3aMEJIUTh MIPOrPECCUPOBAHKE O0JIE3HU U MPOIJIUTH MEpUo]1 3a001€BaHus, TP KOTOPOM
OOJILHOW HE HYXJAeTCs B OCTOSIHHOM MTOCTOPOHHEM YXOJI€. * YMEHBIIIUTh BEIPAXKEHHOCTh
OT/ICJIbHBIX CUMIITOMOB OOJIE3HHU U TIO/IJIEPKUBATH CTAOMIBHBIN YPOBEHB KU3HH.

Jlekapcmeennana mepanus:

EnuHCTBEHHBIN Npenapar, T0CTOBEPHO 3aMe Ao mporpeccupoanue bAC,
PUJTY30JI (mpecuHanTH4YECKUA MHTUMOUTOP BBICBOOOKICHHUS IIyTaMara)

[Ipenapat mpo/ayieBaeT >KM3Hb OOJBHBIX B CPEHEM Ha 3 MecsIia.

Memaboauueckas mepanus:

- putaMuH E

- BUTAMUHBI rpynmnbl B
-ATD

- HOOTPOIIBI

- KOPTEKCHH

- AnaboMuecKue TOPMOHBI
- L - xkapTviauH

- TIIAIAH

PekoMeH1yI0T BBEIEHHE TpUNENTUAA (TUPEOTPONUH-PETUZHHI-TOPMOH) B OOJIBILIKX 103X
BHYTPUBEHHO WJIM B MAJIBIX J103aX MOJKOXHO U BHYTPUMBILIECYHO. BO3MOXKHO Takxke
IIPUMEHEHUE AEPUBATOB 3TOTO TOPMOHA.

JIist yydiieHus: HEpBHO-MbIIIIEYHON TPOBOJMMOCTH Ha3HAvyaroT Au0a30i1, mpo3epuH. s
YMEHBILIEHUS CIIACTUYHOCTU — MUOKAJIM.

Jleuenue IMPOBOJAT KypCaMH 110 HECKOJIBKO pa3 B I'O.

Bo3moxHoe AJIBbTCPHATUBHOC JICUCHHUC



1) TpaHcmaHTaus CTBOJOBBIX KJIETOK (ITyHOBUHHASI KPOBb YEIOBEKA) -

MCAJICHHOC IIPOIrpCCCHUPOBAHUC 3a0oneBanuss B 70% HCCIICAOBAHHBIX  CJIYYAcCB.
I[OKEB&HHI)IG MNpCUMyIICCTBa — B TCUYCHHC 3 MCCANCB 3aMCIJICHUC IIPOIpCCCUPOBAHUA
3360H€B3HI/IH,COXpaHeHI/Ie OCTaTOYHOM CUJIBI B KOHECYHOCTSIX.

IIporno3s:

[Tporuo3s Bceraa HeOIAronpUATHBIN, 32 UCKITIOUEHUEM PEIKUX HACIEACTBEHHBIX CIy4aes,
ACCOIMUPYIOLIUXCA C ONPEACTCHHBIMI MYTallMsMU B TEHE CyNEePOKCHIUCMYTa3bI-1.
JnmuTensHOCTh 00JIe3HU MTpU OyJIbOApHOM JIe0I0TE B CpeIHEM cocTaBisieT 2, S roaa. [lpu
cnuHaibHOM 3, 5 rona. JIumb 7% GOJMBbHBIX )KUBYT AOJBIIE 5 J€T.

Cnmcok JurepaTyphl:

1.bokoBoit ammorpoduueckuii ckiepos/ mox pen., M.A. 3aBammmua. — M.: 'DOTAP-
Menua, 2009.

2./luddepennnanbuas TuarHoCTUKa B HEBPOJIOTHU M HeWpoxupypruw/ mnon pen., E.N.
I'yceBoil. — M.: I'DOTAP-Menua, 2005.

3.HeBponorus: HalmoHaibHOE pyKoBOJIcTBO/ 11of pen., E.W. I'yceoit, A.H. Konosasoga,
B.N. CxBopnoBoii, A.b. I'ext — M.: I'DOTAP-Menua, 2009.
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Ipuiaoxenue A.
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Tatnuua 5. PeHoTHNMYecKkWe BapHaHTel BAC y geTel

Hacnepo- KnuHnyeckune
dopma Benok S BAPMAHTLI, NEGIOT KnuHuyeckne npuaHaku
_ | Mporpeccupyollve NpyaHaki nopaxeHua UMH —
ﬁi?; %gﬁ'{:zg;gﬁﬁgf' CHU¥EHWE BO3MOXHOCTH K NEPeOBMXEHWID BO BTO-
g e poit fekane ¥13HK, HapyLeHne MOTOPHOR peyn 1
PR KOTHWUTUEHLD YHKLWA
BAC 2 Alsin A-P, 2933 IOBEHANLHLI amuo. | CMACTVIKA MLIGBOI MyCKyNaTyphl, NCEBA00Y k-
TPODUHECKNIA HOKO- OapHLIil CUHOPOM, CMACTUYECKAR Nnapannerud.
BOW CKNEPO3, NOCTe OucTansHee aMMoTROMKUKY B HOoTax Oonklwe, 4em B
BN erl pykax. MeoneHHo NporpeccHpyeT. PedykuWA Xo0s-
Obl nocne 40 net
CnacTUyHoCTL, NCeBao0yNLGapHLIi CUHOPOM, TH-
neppadnekcus. JucTansHbIg aMuoTpoguA KNCTER
BACS Spatacsin | A-P, 15g21 T-23rona wcTon, atpodna 426Ka, hacuMkynauuK, cnadocTs 1
aTpodun NpefWecTEYIOT CNACTU4HOCTH. MeLneHHo
nporpeccupyeT
YMepeHHuid nTo3. AWucTansHas CHMMeTpUyHag
. A-P, 6p25, s atpodua kMcTel M cTon. BynbOapHLIA CUHOPOM,
BAG &2 21g22 gl cnabocTe AMUERLEX MLILLL, AMcdasua. CnacTtuy-
HOCTE PYK M HOL CHUkeHWe cnyxa. TMHeKkoMacTid
Sigma-1 CnacTWYHOCTE HOT GonkblWe, 4eMm pyk. CnadocTs B
BAC 16 Receptor A-F 9p13.3 1-2ropa KMCTHX. ¥YTpaTa nepedBuxeHnd K 3-id 0eKane ¥1MaHu
PaHHee Hapylledue noxodky. CnadocTe QUCTanb-
H Had, No2Xe NPOKCMMAaNEHad. ByNs0apHee HapyLle-
EAG4 Senatsdn, | A, B &-21 ron HWe — penko. MTMneppednekcua — 78 %, aTpodud
A3klka — 17 %. MeoneHHD Nporpeccupyet

JlekapCTBeHHaA TepanuA

Tabnunua 13.4. Nannnarvenan Tepanua BAC

Cumnrom/nokazanme

MeToabl KoppeKkunn

mllCllIle.‘llIlu(“. Kpamin

KapBamazenmn no 100 mr 2 pasa 8 aens, Gakaoden no 10-20 Mr s aens win THIAHRIIME
C NOCTENCHHBLIM YBEIHYEHHEM 10761 10 8 Mr/eyT

CrnacTHaHOCTE

Baknoden no 10-20 Mr B AeHs HIH THIAHHIHH ¢ NOCTENCHHBIM YRCIHYCHHEM J03kL1 10
R mr/eyr, mazenam B ose 2,5-5 ur 3 pasa B JieHs

boneroi cunapom

Mapaueramon no 1 r 4 paza B 1eHs.

Tpamanon no 50 mr (ne Gonee 400 mricyT).

Mopdun B nauansnoii 03¢ 2,5 Mr nepopaibio kawibie 4-6 |

ﬂt‘llpﬁ.’cl!}l. IMOLHOHATEHAR
Na0WILHOCTE

AsurprunTHans 20 100 Mr/cyT Ha HOub, hIYOKCCTHH N0 20 MI/CYT Ha HO4b

YJI_\"lIIJcIIIIC smeTabonmima

Inyrokeum® 3% 2,0 Mn BHYTPUMBILLICHHO Yepes feHs 3 mec.

Koprekcun no 10 mr na 5,0 mn 0,5% npokansa BHYTPHMEILICYHO Yepes AeHb 3 mec
(FAYTOKCHM' H KOPTEKCHH® Hepe/1oBaTh).

Jepokapuutiun 20% pacteop no 15 ma 4 pasa B A¢HE.
Kypeopas Tepanns no 2 mec 3 pasa B rof.

Tuokropas kncaora 600 mr ekeanenno B Tevenne 2 nea 1-2 pasa B roj
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OcnabneHHbii
3axsar
raytamara

Mukpornua

Bbigenexne
TOKCHYHBIX

thakTopos

MpecuHanTuyeckuit
HeHpoH

BbicBo6oxaeHve
MeanaTpos

BocnaneHus
Ll MuTtoxoHgpransHas
° AvchyHKums

2K 3Na’
MmyramatHasn /"'. g
aKcaiitotokcuuHocTe @ /‘\

"N - ==
..} —_— \ A
00, ——— \ 7
o / . T \ 4
Arperatel SOD1 \ A/ \ \ Plaestin
00 Akkymynauma YHKLIA OuchyHkuma
MyTaHTHLI SOD 1 .... HefpothunameHTos ':'%“c*:)%r: aKCOHANbHbIX
i YcunexHue TPaHCNOPTHbLIX
OKWUCNUTENBHOIO
crpecca
MyTauun
B reHax
TARDBP, FUS 1
Sob1 TARDBP/FUS
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