bokoBoN aMHOTpO(PHUUYECCKUH
CKJIECPO3



Onpenenenue

boxoBou amuorpopuuyeckun ckiaepos (bAC,
«0oJie3ub Hlapkoy», ""00Js1e3ub I'epura’, «00/1e3Hb
JABUTaTeJIbHbIX HEUPOHOBY) — UJIMOIIATUHYECKOE
HEVMPOJETeHEPAaTUBHOE ITPOTPECCUPYIOIIEE
3a00J1€BaHNE HEM3BECTHOM 3THOJIOTHUH, O0YCIIOBICHHOE
M30HpaTeIbHBIM MOPAKECHUEM NEPUPEPUICCKUX
JIBUTATEIIbHBIX HEMPOHOB MEPEIHUX POTOB CIIMHHOTO
MO3ra M JBUTaTEIbHBIX SACP CTBOJIA MO3ra, a TAKKE
KOPKOBBIX (LICHTPAJIbHBIX) MOTOHEHPOHOB B OOKOBBIX
CTOJI00B CIIMHHOTO MO3ra.



INMUAEMUOJIOTUSA

nedoroTupyer B Bo3pacre 40 — 60 jer. Cpeguuii BO3pacT Havana
3a0o0seBaHus 56 net. BAC - 00/1e3Hb B3pPOCJbIX, U HE HAOIIOMACTCS Y JIUIL
MoJI0ke 16 J1eT.

HeckoybK0 yaie 3200/1€eBal0OT MY>KYUHbI (OTHOIICHUE MYXYHUHbI-
KeHmuHbl 1,5-3.0: 1).

BAC sBnsieTcsa cnopagu4ecKuM 3a001eBaHMEeM U BCTPEYAETCS ¢ YaCTOTOU
1,5 -5 cayuas ma 100 000 HaceneHus.

B 90% cayuyaeB BAC Hocut cnopaandeckuii, a B 10% - ceMeliHbIN HJIH
HACJIEACTBEHHbIN XapaKTep KaK C AyTOCOMHO-JIOMUHAHTHBIM
(IPEUMYIIECTBEHHO), TAK U C AQyTOCOMHO-PEIIECCUBHBIM TUIIAMU
HaCJICIOBAHHS.

BAC 4ame BcTpedaeTcst y My>K4MH JI0 535 JIeT (IIpy 3TOM y HUX OTMEYaETCS
OoJiee paHHEE Ha4Yajao U OBICTPOE MPOrPECCUPOBAHME 3a00I€BAHMS 110
CPaBHEHHIO C JKCHILMHAMU); C HACTYINICHHUEM MEHOMAY3bl )KCHITUHBI
OOJICIOT TAKXKE YaCTO, KAK U MY>KUUHBI;



ITHOJIOIUSA

Jtrosaorus 3a0ojieBanus He sicHa. O0CyxaaeTcs
POJIb BUPYCOB, HMMYHOJIOTHYECKUX U
META00JINYECKUX HAPYIICHUM.

B pazsutun cemerinon (hopmbl BAC nokaszana poJib
MyTallu{ B T€HE CYNMEPOKCUAAUCMYTAa3bI-1
(Cu/Zn-cynepokcugaucmyrtasy, SODI1), 21g22-1
XpOMOCOMA, BhISBIEH Takxe bAC, CBA3aHHBIN C
2q33-q35 XpOMOCOMOM.



IlaTorenes

CornacHo coBpeMeHHBIM npeacTaBiaeHnsam, pazsutue bAC 00yciioBiIeHO B3aUMOAEHCTBUEM
HACJIEACTBEHHBIX U HK30T€HHBIX MTPOBOLUPYIONIUX (AKTOPOB. MHOXKECTBO MAaTOJIOTMYECKUX
W3MEHCHUHN B HEMPOHAX MTPUBOJUT K MTPEAIIOIOKEHUIO0, O MHOTOBAPHUAHTHOM 3THOJIOTMYECKOM
dakTope.

PaccTpoiicTBa HA KJIETOYHOM YPOBHE IPHU 00JI€3HU ABUTATEJILHOT0 HEHPOHA O0IIUPHBI U
BKJIIOYAIOT:

*U3MEHEHUS B LIUTOCKEJIETE: CTPYKTYPHYIO J€30praHr3aluio HEHpoPpUIaMEeHTOB, YTO BEACT
K HAPYLIEHUIO aKCOHAJIbHOTO TPAHCIIOPTA

*TOKCUYHOE JICCTBHUE BHYTPUKIICTOUHBIX OCIIKOBBIX arperaTroB, BIUSIONIUX Ha
(YHKIIMOHHPOBAHNE MUTOXOHAPHAIBHOTO ammapara U HapyIIeHUe BTOPUIHON COOPKH
[IUTOILIa3MaTHUYECKUX OEJIKOB

*MUKPOTTIHAJIbHYIO aKTUBAITMIO M M3MEHEHHUS METa00JIM3Ma CBOOOIHBIX PAIMKATIOB 1
rIyTamara.

B nopme SOD-1 unrudupyer NJI-1b-kouBeprupytomuii pepment. [lox neiictBuem
nocieanero oopasyercs MJI-1b, uaunuupyrorniuii rudeab HEMPOHOB MOCIIE CBA3BIBAHUS CO
CBOMM MeMOpaHHBIM perentopoM. [Ipoaykt nedexkrraoro rena SOD-1 He criocoOeH K
nHruoupoBanuto NJI-1b-kouBeprupyromiero depmenta, oopasyromuiics NJI-b uaaynupyer
rudesib MOTOHEUPOHOB Ha PA3JIMYHBIX YPOBHSIX HEPBHON CHUCTEMBI.



IlaTorenes

CoBpeMeHHBIE B3IVIAAbI HA NMATOreHe3 00KOBOT0 AMHUOTPO(PHUIECKOTO
CKJIEP03a BKJIIOYAIOT B Ce0sl IIPEICTaBICHUE O OOJIBIION POIU
OKHUCJIUTEJIBHOTO CTPECCa B PA3BUTHUM STOM MATOJOTHUHU.

IIpenmoJiaraercsi, 4To NMEPEKUCH BOJAOPOJA, MOKET CIIYKUTh AHOMAJIbHBIM
cyocTparom ju1st KoHpopMupoBaHHOU MoseKyiasl SOD1. B pesynbrare
IIPOMCXOJIUT YCUJICHUE TTEPOKCHIAHTHBIX PEAKIIMN U BO3PACTAECT MPOMYKIIMS
TOKCUYHBIX THAPOKCUIBHBIX pajiukajioB. CylecTBEHHAS POJIb
OKHCJIMTEIBHOrO cTpecca B narorenesze bAC nmoarBepxaaceTcs
OMOXMMUYECKUMH HCCIICIOBAHISIMHE, TP KOTOPBIX OOHAPYXKIIOCH HAIMIHC Y
OOJIBHBIX HEJOCTATOYHOCTH Psifia CHCTEM aHTHOKCHJIAHTHOU 3aIlUTBL,
TUCHYHKIIUM MUTOXOHAPUHN, TUCMETA00IM3Ma ITTyTaTHOHA, SKCAUTOTOKCHUHA
rIyTaMaTa i MEXaHU3MOB ITyTaMaTHOIo TpaHcnopTa. Bo3MoXKHO,
OKHUCIIUTEIbHOE MOBPEXkKAeHUE O0eNKOBbhIX MullieHel (SODI,
HEeUpOo(pUIIaMEHTHBIX OCIKOB, allb(ha-CHHYKJISHUHA U T.J.) MOXKET 00JIer4arh 1
YCKOPATHh UX COBMECTHYIO arperamnuto, GOpMUPOBAHHUE IIUTOIIA3MATHYECKUX
BKJIFOUCHHU I, KOTOPBIE CIIyXKaT CyOCTpaToM ISl JaJbHEHIIINX TaTOXUMUYECKUX
OKUCIUTEJIbHBIX PEAKIIHA.



Kiaaccnduxanus

I1o npenMyleCTBEHHOH JIOKAJIN3ALMH MOPAKEHUSA PA3TNIHBIX
MBIIIECYHBIX TPYII BBIACJSIOT Cieayrolmre (popMbl 00KOBOIO
aMHOTPO(PUYECKOro CKJIepo3a:

srmeiiHo-TpyaHas dhopma (50% cinydaen)
*OynbOapHas gpopma (25% ciydaen)
*nosicCHUYHO-KpecTioBas dhopma (20 —25% ciydaen)
*BbICOKas (11epedpanbHas) popma (1 —2%)
B orneabnblii Bapuant BAC BoeigeasiioT cunapomsl 'BAC-utroc", k

KOTOPbIM OTHOCHT:

*bAC, coueTaronuiics ¢ 100HO-BUCOYHOM AeMeHIHel. IMeeT yalie Bcero
CEeMEWHBIN XapakTep U cocTaBisieT 5-10% cinydaeB 3a0051€BaHUS.

*bAC, coueraronuiics ¢ J00HOM JIEMEHIIUEH U MAPKUHCOHU3MOM, U CBS3aHHBIN
c MyTauueu 17-ii XpOMOCOMBL.



Knaccudumkauums

Ceepoamepukanckas kiaaccupukanusa BAC (Hudson A.J. 1990)
Cnopagnvecknii BAC
1. Kimaccuuecknit BAC
J[eOroTHhI:
*Oynb0apHbII
*IIICHBIN
*IpyAHON
*TIOSICHUYHBIN
iU Py3HbIN
*pECIUPATOPHBIN
2. lIporpeccupytomuii Oyab0apHbIid Mapaainy
3. [Iporpeccupyroniasi MpliiedHasi aTpodust
4. TlepBruuHbIN OOKOBOM CKJIEPO3
Cemeiinbiii BAC
1. AyToCOMHO-TOMHUHAHTHBIM
eacconuupoBaHHbii ¢ myTausimu COJI-1
*0e3 mytauuu COJl-1 (MyTauuu Ipyrux reHoB, TeHETHUECKUN Ne()EKT HE U3BECTEH)
2. AyTOCOMHO-PEIIECCUBHBIN
eaccounupoBaHHbIi ¢ MyTanusamu CO/I-1
«ipyrue Gopmbl (Bcero n3BecTHO 10 JTOKYCOB CIETITICHHUS)
3. 3anagHO-TUXOOKEaHCKUM KoMIUIeKC bAC-nTapKuHCOHU3M-/I€MEHIIUS



Kiaaccnduxanus

Kiaaccupurkanusa BAC O.A. Xonakapuana (1978)
®opmbl BAC:

*OyJIbOapHas

*IIEMHO-TPYIHAS

*[IOSICHUYHO-KPECTIIOBAA

*[IEPBUYHO-TECHEPAIIM30BAHHAS

*BBICOKAS

BapuaHThbI:

*CMEIIAHHBIN (KJIACCUYECKUN) — pPABHOMEPHOE ITOPAKECHHUE
IIMH n IIMH

*CETMEHTAPHO—AJIEPHBIN — MPEUMYIIIECTBEHHOE MOPAXKEHUE
IIMH

*nipaMUIHbIN (BeIcOKast popma BAC) — mpeuMyIieCTBEHHOE
nopaxenue [IMH



IlaTomopdostorus

IIpu naroMopdo10rH4ecKoM UCCIeTOBAHUU HAXOAAT:

*u30uparesbHas arpoUIo MepeIHUX JIBUTATEIbHBIX KOPEIIIKOB U KJIETOK MEPEAHUX POTOB
CIIMHHOT'O MO3ra, Han0oJiee BhIPAXKEHHBIC U3MEHEHUS MMPOUCXOMAT B MICHHBIX U
MOSICHAYHBIX CETMEHTAX

*33JTHAE YyBCTBUTEIBHBIC KOPEIIKH OCTAKOTCS HOpMaJIbHBIMHU

*B HEPBHBIX BOJIOKHAX OOKOBBIX KOPTUKOCIMHAJIBHBIX TPAKTOB CIIMHHOTO MO3Ta
HaOJIIOAAETCS IEMUETMHU3AIMS, HEPaBHOMEPHOE HAOyXaHUE C MOCIEIYIOINIUM PaCIaioM
U THOEJIBIO OCEBBIX IIWJIUHAPOB, UTO OOBIYHO PACTIPOCTPAHSAETCS U Ha nepudepudecKue
HEPBBI

*B HEKOTOPBIX CIydasix OTMe4aeTcs arpodus NperneHTpaaIbHOU U3BUIIMHBI OOJIBIIIOTO
Mo3ra, nHorna arpogus 3axateiBaeT VIII, X u XII nmapel yepenHbsix HEpBOB, HanboJEE
BBIPAKEHHBIE N3MEHEHUS ITPOUCXOASAT B AAPE MOABA3BIYHOTO HEPBA

*aTpo(usi UM OTCYTCTBHE MOTOHEUPOHOB, COMPOBOKIAIOIINECS YMEPEHHBIM IJIHO30M
0€3 MPU3HAKOB BOCMAJICHUS

eyTpaTa TMFaHTCKUX MUPAMUJIHBIX KJIETOK (KJIE€TKU bera) ABurarenbHon KOpbl
eJiereHepalys OOKOBBIX MUPAMUIHBIX MYTEH CIMHHOTO MO3Ta

*aTpo(usi TPYINI MBILICYHBIX BOJIOKOH (B COCTaBE JIBUTATEIIbHBIX €AUHMUI)



Kiauauka

HavajbHble NposiBJIeHUs 3200 1€BAHUS

*C1a00CTh B JUCTAJIBHBIX OTJENIaX PYK, HEJIOBKOCTH IIPH
BBINIOJIHEHUH TOHKUX JBH)KCHUN NaJIblIaMU, OXYIAaHUE B KUCTAX U
(acuuKyIsAUun (MBIIICYHbIC TTOASPTUBAHMS )

*peKe 3a00JI€BaHMUE JIEOIOTUPYET CIA00CTHIO B MIPOKCUMAIbHBIX
OTJIC/IaX PYK M IIEYEBOM MOSICE, aTPO(PHSIMHU B MBIIIIAX HOT B
COYETAHNH C HUKHUM CIIAaCTUYECKHM ITapanape3om

*BO3MOKHO TaKX€ Hadajao 3a00J1eBaHUs C OyJIbOApHBIX
PacCTPOMCTB — Au3apTpuu U aucdarum (25% cirydaen)

*kpamIiu (00JI€3HEHHBIE COKPAIICHHUS, CITa3Mbl MBIIIIIL), HEPEIKO
reHepaJIn30BaHHbIC, BCTPEUAIOTCA NPAKTUYECKH Y BCEX OOJIbHBIX
BAC, 1 HEpeaKo SABISIOTCS IEPBBIM MMPU3HAKOM 3a00JI€BaHUS



Kianauka

XapakTepHble KJIMHUYecKHe nposiBjieHust bAC
J111 00KOBOTO aMHOTPOPHUUECKOTO CKIEPO3a
XapAKTEPHO COYETAHHOE MOPAKEHUE HUIKHETO
MOTOHEWPOHA U IMTOPAKEHUE BEPXHETO MOTOHEUPOHA.
[Ipu3HaKK MOpaKEHUS HU>KHETO MOTOHEHUPOHA:
*MBIIIICYHAs CJIa00CTh (IIape3hl)

sruriopediekcus (CHIKeHUE pedIeKCOB)
*MBIIIICYHBIC aTPOPUU

*(haCHMKYJISIKUHN (CIOHTAHHBIE, OBICTPHIE,

HEPUTMHUYHBIEC COKPAIICHUS ITYYKOB MBIIICYHbBIX
BOJIOKOH)



Kianauka

Ilpu3Haku nopa;keHusl BepXHero MOTOHEeHpoHa:
*MBIIIICYHAs C1a00CTh (ape3Hl).

*CIIACTUYHOCTH (ITOBBIIICHUE MBIIICYHOIO TOHYCA)
srurieppediekcus (MOBBIIICHUE PEPIIECKCOB)
*[1aTOJIOTMYECKHUE CTOIHBIC U KMCTEBBIC 3HAKU

J11s1 BAC B OOJBIIMHCTBE CIIy4acB XapaKTepHa
ACUMMETPHUYHOCTHL CUMIITOMATHKH.

B arpodupoBaHHBIX WK JA)KE€ BHEIIHE MHTAKTHBIX
MBIIIIAaX OOHAPYKUBAIOTCS (PACHUKYJIAMUU, KOTOPHIC
MOT'YT HOPOSIBIATHCS B JJOKAJbHOM I'PYIIIE MBIIIIIL UIX
K€ OBITh PACIPOCTPAHCHHBIMU.



Kianauka

B TMNIHYHOM ciiydae HA4aJ10 3200/1€eBAHUA € OXYIAHUSA MbIIIII
TeHapa OJHOM U3 KUCTEH C pa3BUTHEM CIIA00CTH aJIyKIINH
(mpuBENCHYSI) ¥ ONIO3UIIMK OOJIBIIOr0 Najiblia, (0OBIYHO
ACHMMETPHUYHO), YTO 3aTPYAHSIET CXBAaThbIBAaHHE OOJIBIINM U
yKa3aTeJIbHbIM HajbllaMH ¥ IMIPUBOAUT K HAPYIIIEHUSM TOHKOIO
MOTOPHOI'O KOHTPOJISI B MBIIIIAX KAUCTU. BOJIbHOM OIIyIIAET 3aTpyAHEHUS
pY MOJOUPAHUN METKUX MPEIMETOB, MPU 3aCTETMBAHUM ITYTOBULI, TPU
HAChME.

3arem, Mo Mepe MPOrpeccCupoOBaHuA 3a00/1eBaHMS, B IIPOIECC
BOBJICKAIOTCS MBIIIILI TPEATIICUbs, a KHCTh IPHOOpETAET BU/I
«KOTTHUCTOU JIarbD». Uepes3 HECKOIBKO MECSILIEB PA3BUBACTCSA CXOMHOE
MOPaXCHUE IPYyTron pyKu. ATpo(dusi, MOCTENEHHO PACIPOCTPAHSICH,
3aXBaThIBACT MBIIIIIHI TIJI€Ya U IJICYEBOIO MOsica.

OaHOBpPEMEHHO ¢ 3TUM WJIM MO33Ke YaCTO PA3BUBACTCS MOPAKEHUE
OyNIbOApPHBIX MBIIIIL: (PACHMKYISALIMU U aTpodus A3bIKa, Mape3 MIATKOTO
HeOa, aTpodusi MBIIIL TOPTAHU U TJIOTKHU, YTO MPOSIBIISIETCS B BUJIE
IU3apTpuM (HapyIIeHUs peun), aucharuu (HapylueHus oTaHus),
CIIIOHOTEYECHUSI.



Kianauka

MuMu4ecKue U JKeBaTeJIbHbIe MbIIIIbI 00bIYHO MOPAKAIOTCH
mo3xe Apyrux rpynm moeii. [To mepe pa3Butus 3a00j1€BaHUSA
CTAaHOBUTCS HEBO3MOXXHBIM BBICOBBIBAHUE SA3bIKA, HATYBaHUE IIEK,
BBITSITMBAHUE T'yO B TPYOOUKY.

NHoraa pasBuBaercs ¢Jad0CTh pa3rudaresieu roJioBbl, U3 3a
4ero OOJIbHOM HE MOXKET JIEPKATh TOJIOBY MPSIMO.

IIpu BoBJIeUeHNH B npouecce AuadgparmMbl HaOIIOIACTCS
NapaJoKCAIBHOE IbIXaHUE (HAa BJOXE KMUBOT 3aIIaJacT, HA BBIIOXE
BBIIISTYMBACTCS).

Ha Horax o0bIYHO nepBbLIMHU ATPOPUPYIOTCHA TIEPETHIA U
OOKOBAas IPYIIbI MBIIII, YTO MPOSABISAECTCA «CBUCAIOIIECH CTOMOM
Y TIOXOJIKOM THUIIA cTenmnax (00JIbHOW BBICOKO MOJIHUMAET HOTY 1
BBIOPACKHIBACT €€ BIEPE]I, PE3KO OIyCKasl).



Kianauka

Il XapaKkTepHO, YTO MbilleYyHble aTpoduun
UMeIoT n3dbunpaTtenbHbIN XapakTep.

*Ha pykax HaOmogarTcs arpoduu:

TeHapa

THIIOTEHAapa

MEKKOCTHBIX MBIIIII]

NEIIFTOBUIHBIX MBITII]

*Ha HOorax BOBJIEKAIOTCS MBIIIIIIBI, OCYIIECTBIISIOIINEC
ThUILHOE CTMOQHHUE CTOIIbI.

*B Oynp0apHOii MyCKyaaType HOpakaroTCsl MBIIIIITbI
S3bIKa M MATKOTO Heoa.



Kianauka

!MoryT ObITh HAPYILICHUS YYBCTBUTEJIABHOCTH. Y
10% 00abpHBIX HAOIHOJAIOTCS MAPECTE3UM B
TUCTAJIBHBIX OTZENIaX PYK U HOT. boju, moporo
BBIPAKCHHBIE, OOBIYHO HOYHBIC, MOT'YT OBITh CBSI3aHBI C
TYTOIIOJIBUKHOCTBIO CYCTaBOB, JJIUTEIBHOM
HEMOABMKHOCTBIO, ClIa3MaMH BCIIEACTBUE BBICOKOU
CIIACTUYHOCTH, C KpamIiu (00JIC3HEHHBIMHU
MBIIIICYHBIMU CITa3MaMH ), IEIPECCUECH.

BrinageHus 4yBCTBUTEIBHOCTH HE XapaKTEPHBI !!!
I1a3zoaBUrare/ibHbIe HAPYIIEHUS HE XapaKTCPHBI U
BCTPEYAIOTCSI HA TSPMHUHAJIBHOM CTaauU 3a00JICBaHUS.



Kianauka

'"! Hapymienusi QyHKIMI Ta30BbIX OPraHOB He
XapaKTEePHbI, HO B JAJICKO 3alIE€AIIEN CTATUNA MOXKET
HaOJIIOJATHCS 3aCPrKKa UM HEACP)KAaHUE MOYH.
YMepeHHO BhIpaKeHHbIE€ KOTHUTHBHbIE
paccTpoicTBa (CHUKCHHUE MaMSATH U YMCTBEHHOM
PadOTOCIOCOOHOCTH) HPOSBISIOTCS Y HOJIOBUHEI
O00nbHEIX. Y 5% OOJIBHBIX pa3BUBACTCS ACMCHITHUS
JTOOHOTO THIIA, KOTOPAas MOXKET COYETAThCS C
NaPKUHCOHUYECKUM CHHIPOMOM.

! Oco0ennocTbi0 BAC siBJIsieTCs1 OTCYTCTBHE
MPOJICKHEH TaKe Y MapaJIu30BAHHBIX JICKAYUX
00JILHBIX.



Kianauka

Kiannuka ocHoBHbIX opm BAC

Ileino-rpynnas ¢popma (50% cirydaes):

*XapaKTepHbI aTPOPHUUECKUE U CIIACTUKO-aTpOoUIECKHUe Mape3bl PyK U
CHACTUYECKUE TTape3bl HOT

byas0apuas ¢opma:

*BCcTpeuaetcs B 25% ciyuaeB bBAC

*ripeo0IIaaroT OyJibOapHbIC HApYIICHU (Mapainy MATKOTO HeOa, si3bIKa, CIa00CTh
’KEBATEJIbHBIX MBIIIILI, HAPYIICHUS PEUH, NIOTAHUS, HEMPEPHIBHOE NCTCUCHUE
CJIFOHBI, Ha MO3HUX CTAJUSIX JbIXaTeIbHbIE PACCTPONCTBA), BOBMOYKHO
IPUCOETMHEHUE TICEBA00YIbOAPHBIX MPOSBICHUIN B BUIE HACUJILCTBEHHOTO CMEXa
U TUTaya, O’KUBJICHUS] HUKHEUEIIOCTHOTO pediekca

*[I03/{HEE MPUCOCAUHSAIOTCSA MPU3HAKU MOPAKEHUST KOHEYHOCTEU

*IIpH 3TOU (hopMe camasi KOPOTKask MPOJAOTKUTEIBHOCTD KU3HU: OOJIbHBIC
YMUPAIOT OT OyIL0apHBIX HapyIIeHUH (BCIIEICTBHUE aCUPAllMOHHON THEBMOHUH,
JBIXaTeJIbHOW HEAOCTAaTOYHOCTH ), IIPH ATOM HEPEIKO OCTaBasICh CIIOCOOHBI K
CaMOCTOATEILHOMY TIEPEABUKECHUIO



Kianauka

IHosicamuHo-KpecTuoBasa ¢popma (20 — 25% cnyyaen):
*pa3BUBAIOTCS aTpO(QUUYECKUE MTAPE3bl HOT P HE-
PE3KO BBIPAKEHHBIX NUPAMHUIHBIX CUMIITOMAaX

*Ha MO3JHUX 3Tarax BOBICKAIOTCS MBIIIIBI PYK U
KpaHHaJIbHAs MyCKyJIaTypa

Boicokasi (mepeopaabHas) popma (1 —2%):
*IIPOSIBIISICTCS CIACTUYECCKUM TETPAIAPE30M (TN
HI>KHUM I1aparape3oM), ICeBa00yIL0apHbIM
CUHAPOMOM (HACHJILCTBEHHBIN CMEX M ILJIaY,
O’KMBJICHHE HU)KHEUEIIFOCTHOTO pedieKkca) mpu
MUHHUMAJIbHBIX IIPU3HAKAX HOPAKCHHUS
nepu@epuIeCKuX MOTOHEMPOHOB.



Ociaoxkaenusa bBAC

Ocaoxnennsa BAC

*[Iape3bl ¥ NapAITMUd KOHEUHOCTEH, MBIIII] €W (HEBO3MOXXHOCTh
JiepKaTh TOJIOBY)

*HAPYIICHMS ITIOTaHUSI

*HApYIICHMS JbIXaHMS, AbIXaTeJIbHAs HEAO0CTAaTOYHOCTD
*aCIUpaIMOHHAS THEBMOHUS

*KOHTPAKTypPbl KOHEYHOCTEH

*YPOCETICHC

e ICTIpECCUs

*MHO>KE€CTBEHHBIC KpaMIlH (00JIC3HEHHBIEC MBIIIICUHBIC CIIa3Mbl)
*KaXECKCHS

IIporpeccupoBaHne ABUTaTEIbHBIX PACCTPOMCTB 3aKAHYHUBAETCSI
CMEPTHhI0 Yepe3 HECKOIbKO (2—6) net. MHorma 001e3Hb UMEET
OCTPOE€ TCUCHHUE.



J/IlmarHocruka

bokoBoI1 aMUOTPOPUYECKUI CKJICPO3 HYKHO 3A10103PUTh:

*IIPH Pa3BUTHU CIA00CTH U aTpoduii, HacUKy/ISLHI B MBILIIAX KUCTHU
*[IpH TTOXYAaHWsI MBIIII TEHAPA OJHOW U3 KUCTEN C pa3BUTHUEM CJIa0OCTU
aaayKIuy (MPpUBEICHUS ) U ONITO3UIIMK OOJIBIIOrO najbiia (00BIYHO
ACUMMETPHUYHO)

*[IPY 3TOM HAOJFOMAETCS 3aTPYAHEHHUE TP CXBATHIBAHUU OOJBIINM U
yKa3aTeJIbHbIM NajibllaMU, 3aTPYIHEHUS TTPY MOJOUPAHUU METTKUX
IPEAMETOB, MPU 3aCTETMBAaHUM ITYTOBUII, IPU ITHUCHME

*[IpU Pa3BUTHUHU CJIA0OOCTHU B MPOKCUMAIbHBIX OTJENaX PyK U IJICYEBOM
nosice, arpoduii B MBIIIIIAX HOT B COYETAHUHN C HUKHUM CHACTHYECKUM
napamnape3om

*[IpY PA3BUTHUHU Yy MAIUEHTA AU3APTPUH (HAPYILICHUN peUr) U Auc(haruu
(HapylICHUN TIIOTAHUA )

*[IpH TOSBJICHUM Y TAlIMEHTa KpaMIIi (00JI€3HEHHBIX MBIIIICYHBIX
COKpAaILlCHUI )



J/IlmarHocruka

JInarnocruueckue kpurepuu bAC BceMUpPHOM OpraHu3amuu
HeBPoJI0roB (1998):

*[IOpAXXEHUE (JICT€HEPaLMs) HIKHETO MOTOHEUPOHA, TOKA3aHHOE
KIIMHUYECKH, JIEKTPODU3NOIOTHUECCKH WIM MOP(POIOTHUECKHU
*[IOpa’keHHeE (JEreHepalys) BEpXHEro MOTOHEMpPOHA MO JaHHBIM
KJIMHAUYECKON KapTUHBI

*[IPOIPECCUPYIOIIEE PA3BUTHE CYOBEKTUBHBIX U OOBEKTUBHBIX
PU3HAKOB 3a00JIEBAHUS HA OJTHOM YPOBHE MOPAKECHUS
LHEHTPAJIIbHON HEPBHOM CUCTEMBI UJIM PACHPOCTPAHEHUE UX HA
IPYyTYM€ YPOBHU, ONIPEEISAEMOE 10 TaHHBIM aHAMHE3a WU
o0clieI0BaHUs

! Ilpu 3TOM HEO00XOAMMO UCKJIYUTH HHbIE BO3MOKHbIE
NPUYMHBI JereHePAlUU HUKHEr0 U BEPpXHEro MOTOHEHPOHOB.



J/IlmarHocruka

Kpurtepun uckinrouyenuss bAC

JI1s TMarHOCTUKH OOKOBOTO aMHUOTPO(GHICCKOTO CKIIEPO3a
HEOOXOJIUMO OTCYTCTBHE:

*CEHCOPHBIX PACCTPOMCTB, B IIEPBYIO OUEPEAb BhINAICHUM
JyBCTBUTEIBHOCTHU (BO3MOXKHEI ITAPECTE3UU U OO

*Ta30BbIX PACCTPOMCTB - HAPYIICHU MOYEHUCITYCKaHU U AeeKanun (X
PUCOETUHEHNE BO3MOKHO Ha KOHEUHBIX CTaJUsIX 3a00JICBaHMUS)

*3pUTEIILHBIX HAPYIIICHUMN
*BEICTAaTUBHBIX HAPYIICHUM
*0o1e3nu [lapkuHCcoOHA

*IEMEHIIMU AJILIII€MIMEPOBCKOI0 THUIIA
*CHUHJIPOMOB, ITOX0KHNX Ha BAC



DJIeKTpoOMHUOrpapusa

XapakTepHble n3MeHeHUsA U Haxoaku Ha OMI nipu BAC:
*GUOPHILIANMA U (PACIUKYISALIMHA B MBIIIIAX BEPXHUX U
HKHAX KOHEYHOCTEM, WM B KOHEYHOCTAX U 00JIACTHU TOJIOBBI
*YMCHBIIICHUE KOJIMYECTBA JIBUTATCIbHBIX €IUHUIL U
YBEINYCHHUE aMILUTUTYAbI U JUIMTEILHOCTH MOTEHIIAAIA
NECUCTBUS JBUTATEIbHBIX €IUHUIL

*HOpMaJIbHAasI CKOPOCTh MPOBEICHUS B HEPBAX,
WHHEPBUPYIOIIMX MAJIO MOPAKEHHBIC MBIIIIBI, U CHUKCHUS
CKOPOCTH ITPOBEJICHUS B HEPBAX, MHHEPBUPYIOIIUX TAKEIO
MOPaKEHHBIE MBIIIIBI (CKOPOCTh JOJDKHA OBITH HE MeHee 70%
OT HOPMaJIbHOW BEJIMYHHBI)

*HOpMaJIbHasl AIEKTpUYECKas BO30YIUMOCTh U CKOPOCTh
POBEACHUS UMITYJIbCA MO BOJIOKHAM YYBCTBUTEIBHBIX HEPBOB



JInpdepeHunaIbHAA THATHOCTHKA

*CIIoHAMIOreHHAS IIeHHAsI MUEIOIaTHs.

*OIyX0J11 KpaHHOBEPTEOPpAIBLHOM 00JIaCTH ¥ CIMHHOI'O MO3ra.
*KpannoBepreOpanbHbIC AHOMAIIHAH.

*CUpUHTOMUECIIHS.

[IogocTpas koMOMHMpPOBaHHAs JACreHEpaLUs CIIMHHOTO MO3Ta IIpH
HEJOCTAaTOYHOCTHU BUTaMuHa B12.

*CeMeHnHbIN criacTh4eCcKui napamnapes HITprommnerns.
[Iporpeccupyroniye CrinHaJIbHbIE aMHOTPO(UH.

[ [OCTIOIMOMUETTUTUYECKUK CUHIPOM.

*JIHTOKCHUKAIIMH CBUHIIOM, PTYThIO, MAPTaHIIEM.
*HemocTarogHOoCTh TeKCO3aMHHUIA3BI TUIIA A Y B3POCIBIX IIPU
ranrmmosnaoze GM2.

o JInabeTrueckass aMuoTpoQus.

*MynbTHU(OKaIbHAsS MOTOPHAs. HEBPOIIATHS ¢ OJIOKaMHU IIPOBEICHUS.



JInpdepeHunaIbHAA THATHOCTHKA

*bonesnp Kpenurdenpara-Axooa.
[lapaneonnacTUYECKUil CHHAPOM, B HACTHOCTH IIPU JIUM(POTpaHyJIeMaTo3€ U
3JI0KQY€CTBEHHOU JTUMQpOME.
*Cunapom bAC npu nmapanpoTenHEMHUMN.
* AKCOHalIbHAs HelipomnaTus npu 0oje3nu Jlaiima (JIalim-0oppennose).
oJlyueBass Mmuonarusi.
*Cunnpom [ mitena-bappe.
*MunacreHus.
*PaccessHHbIN CKIIEPO3.
OHMK.
* DHIOKPUHOMNATHH (TUPEOTOKCUKO3, TUIIEPIIAPATUPEO3, THA0ETHYECKAs
aMHOTPOQusl).
*CHHJIpOM MaJIbaOCoOPOITHH.
*JloOpokauecTBEHHBIC (PACITUKYIISIUH, T.€. PACIIUKYIISINH, TPOIOIAKAIOIINESCS
rojamMu 0e3 IMPHU3HAKOB MOPAKEHHUSI JBUTATEIILHOM CUCTEMBI.
*HeliponHdekiuu (MoJIMOMUETUT, OpYLIEIUIE3, AMUIEMAYECKUN SHIC(PAIIUT,
KJICIIEBOM 3HIIEHAIUT, HeMpocuduinc, 0osie3ns Jlaiima).
[IepBuYHBIl OOKOBOI CKIEPO3.



JleueHue

(P PeKTUBHOIO JieueHUs 3200/1eBaHUA He CyllecTBYeT. ENMHCTBEHHBIN MPENapar,
MHTAOUTOP BBICBOOOXKICHUS IIyTamara priry30i (PuityTek), OToBUTaET JIeTaaIbHbBIN
ncxoa Ha 2 — 4 mecsna. Ero HazHadaroT nmo S0 mr JiBa pasa B JI€Hb.

OCHOBY JIeUeHHsI COCTABJISIET CHMIITOMATHYECKAS TEPANUA:

[Ipu xpamnu : penuroun (Judennn) 200-300 mr/cyT, nin kapoaMazenuH
(®unnencun, Terperon,) 200400 Mr/cyT.

[Ipu cnactuunoctu: 6aknoden (baknocan) 10 — 80 Mr/cyT, Uiy TU3aHUAUH
(Cupnanyn) 6 — 24 mr/cyT, a Takxke KiaoHazenam 1 — 4 mMr/cyT.

[Ipu cironoreuenunu arponus 0,25 — 0,75 Mr Tpu pas3a B A€Hb, WU THOCIIUH
(byckoman) 10 mr Tpu pasa B I€Hb.

[Ipu OoJIeBBIX CHHAPOMAX UCTOJIB3YIOT BECh ApCEHAJ aHAJITETUKOB. B TOM yuncie Ha
KOHEYHBIX CTAAUSAX HAPKOTUYECKUE aHAJITCTUKH.

*/IHOr1a HEKOTOPOE BPEMEHHOE YIIYUIICHUE MPUHOCIT AaHTUXOJIUHICTEPA3HBIE
npenaparbl (HEOCTUTMUHA METWICYIb(AT - TPO3EpUH ).

[ {epeOponu3uH B BbiCOKUX J03ax (10-30 mi1 B/B kanenbHO 10 gHEH MOBTOPHBIMHU
kypcamu). CymiecTByeT psiji HEOOJIbIINX UCCIEIOBAHNM, MOKA3bIBAKOIIINX
HEUPOMPOTEKTUBHYIO 3h(PeKTUBHOCTH IIepedpoan3rnna npu bAC.



JleueHue

* AuTuaenpeccanTol: Cepranun 50 Mr/aens nnu [lakcun 20
MT/]I€Hb.
][ Ipy MOSABJICHUY ABIXaTEIbHBIX HAPYILIEHUHN : UCKYCCTBEHHAS
BEHTHJISALMS JIETKHX ( OOJIbHBIE MPUOOPETAIOT MOPTATUBHBIC
npuoopsl UBJI u ipoBoasar MBJI B joMallTHUX yCIOBHSIX).
*Benayrcs pa3paboTKy K MPUMEHEHUIO TOPMOHA POCTA,
HerpoTpohuueckux pakropoB npu bAC.
[locneqHee BpeMsi akTUBHO BEIYTCA pa3pa0dOTKH JICUCHUS
CTBOJIOBBIMH KJIETKAMH. ITOT METOJI 0OCIIAECT ObITH
MIEPCIIEKTUBHBIM, HO BCE JKE IMOKA HAXOAUTCSA HA CTAUU
HAy4YHBIX 3KCIIEPUMEHTOB.



IHPOI'HO3

*bOKOBOM aMHOTPO(DUUYECKUN CKIIEPO3 ABJIACTCH
(aTanbHbIM 3a001eBaHMeM. CpeaHss
IPOAOIKUTEIBHOCTD KU3HU 00JbHBIX BAC 3 — 5 J1er,
TeM He MeHee, 30% OoJIbHBIX KUBYT S JET, a 0koJio 10
— 20% xxuByT O00sice 10 yeT oT Hayasa 3a00JICBaHMA.

*HeOuaronpusiTHblie MPOrHOCTHYECKHE NPU3HAKH —
OXXKHUJIOM BO3PACT M OyJIbOapHBIE HAPYIICHUS (OCIIE
MOSBJICHUS NOCICAHUX OOJIbHBIC )KUBYT HE Oojee 1 — 3

JIET).



IpopuaakTuka

Cnenudunyeckas npoPpuIaKTUKA OTCYTCTBYET.



KIMHHYeCKUH CIy4Yan

IHamuent A.H., 47 netr. oOpaTiics B HEBPOJIOTHUECKOE
OTIEJIEHNE C jXKaJJ00aMH Ha cJI1a00CTh B KOHEYHOCTSX,
OOJIBIIIE B pyKaX, “‘ApoKaHHE B TEJIE.

B anamue3e: BecHolt 2015r. 6€3 BUANMON MPUYHUHEI
MOSIBWJIACH CIA00CTh 1 OHEMEHUE B JIEBOM PYKE, OOJIBIIIE B
KHUCTH, HE MOT 3aCTETHUBATh ITYTOBUIIBL. 3uMom 2016T.
MOSIBUJIMCH MOJIEPTUBAHUS MBIIIII] PYK 1 IJICYEBOIO I105Ca,
MIOCTENEHHO MPUCOETUHMIIACH CIA00CTh B IIPABOU PYKE,
MOCJICIHUE JIBA MECSIIA MOSIBUIIACh CIa00CTh B HOTaX.

HacJyieacTBeHHbIM aHAMHE3: CO CJIOB POJICTBEHHUKOB Y
otia B Bo3pacrte 70 JleT 0TMEYAIOCh HAPYILICHUE TJIOTAHUS,



KIMHHYeCKUH CIy4Yau

peUH U rojoca; yMep uepes JiBa rojga oT Hadajia
3a00JieBaHMs ( JUArHO3 HE 3HAIOT).

HeBposornyeckuu craryc: CO3HaHUE ICHOE, T10 LIKaJIE
I'mazro 15 0annoB. MeHUHI€aIbHBIX 3HAKOB HET.
YepenHbie HEPBBI: 3payku D=S, 1BM>KECHUE ITTa3HbBIX
10JIOK B OJITHOM 00BeMe, HucTarMa Hert. JInIio
CHUMMETPHUYHOE, TTIOTAaHUE HE HAPYIIIEHO, TJIOTOYHBIN
pe(IIeKC BI3BIBACTCA CHMMETPHUYHO C 2-yX CTOPOH,
S3bIK IO CPEAHEH JIMHUH, TPO(hHKA SA3bIKa HE HAPYIIICHA,
GuopmIsIpHBIC HoAepruBaHusl. OObEM aKTUBHBIX
IBUKCHHUH B KUCTSIX PYK CHMIKCH, CHJIA B MBIIIIL]
IUCTAIBHBIX OTHEax -2,5 0aia, B Horax — 3.5 Oania.



KnuHnyeckunmn cny4yan

[ umoTpodust MBI B AUCTAIBHBIX OTIEIaX
KOHEYHOCTEH, O0JIbIIIE KUCTEH U CTOII.
YyBCTBUTEIBHBIX HAPYILICHUM HET.

CyX0XKHUIbHBIE PEPIEKCHI C PYK X HOT CLIACTHUYHBIE, C
paciupeHueM pe@uIeKkcoreHHoum 30Hb1 D<S.
[Tatomorndyeckue KUCTEBBIE PEQPIIEKCHI C 2-yX CTOPOH,
baOuHCKOro ¢ 2-yX CTOpOH.

BereratuBHbIX HAPYIIICHUM HET.

Briciiee kKOpKOBbIE (PYHKIIMA HE HAPYIIICHHI.
OMOLIMOHATIBHO JTA0MJICH, TPEBOKEH.

OYHKIIMHU Ta30BBIX OPraHOB KOHTPOJIUPYET.



KIMHHYeCKUH CIy4Yau

JlabopaTropHble n1aHHBIE (0/a KPOBH, KOaryJorpaMmma,
o/a MOYM, OMOXMMHUYECKHAM aHAJIN3 KPOBH) — O€3
aTOJIOTHUH.

Koncyabranmus okyJaucra: 03 naTojIoruu.

MPT merHOro oraesa moO3BOHOYHUKA: MP —
IPpU3HAKH JICTCHEPATUBHO-IUCTPOPUICCKUX
WU3MEHEHUM IIENHOTO OTENIa TTI0O3BOHOUYHUKA.

MPT rosioBHOro Mo3ra: Mp —J1aHHbBIX 32 O4aroBOE
MOPAKEHUE TOJIOBHOTO MO3ra HE MOJay4eHo. Mp —
IIPU3HAKOB ITATOJIOTHYECKUX U3MEHEHUM COCYIOB
TOJIOBHOI'O MO3ra HE BBIABIICHO.



KIMHHYeCKUH CIy4Yau

KoHcyabTanusi KapanoJiora: JaHHbIX 3a OCTPYIO
KOPOHAPHYIO MaTOJIOTHIO HET.

drooporpaMmma: Opraibl rpyIHOU KJIETKU B
peaesiax HOpPMBL.

Y3U opranoB OprOIIHOM MOJIOCTH: y3-IIPHU3HAKU
i y3bIX IBMECHCHUN IIEYCHU, XPOHMY.
XOJICIIICTHUTA.



KIMHAYEeCKNHA CiIyYau

IHMI: [IpoBeneHO UCCIIEI0BAaHUE YYBCTBUTEIBHBIX U
JIBUTATEIbHBIX BOJIOKOH CPEAUHHOIO U JIOKTEBOI'O HEPBA C
JIBYX CTOPOH, MaJIOOEPIIOBOTO HEPBA CJIEBA, UTOJIBYATHIM
AIIEKTPOZIOM UCCIIEN0BaHa JICJIbTOBUIHASA MBIIIIIA CJIEBA,
IepBasi MEKKOCTHAsA MBIIIIA CIIEBA, JIaT€paJibHAs T'OJIOBKA
YETBIPEXTTIABOM MBIIIIBI Oe/ipa CIpaBa, IIePEeaHsIs
00JIbIIIEOEPIIOBAS] MBIIIIIIA CICBA. 3AKJIIOYEeHHE: TCKYIIHH
TEHEPAIIM30BAHHBIN IIPOLIECC MTOPAKEHUA MOTOHEMPOHOB
CIIMHHOTO MO3Ta, BBIPAXKEHHBIA B MBIIIIAX PYK U HOT. Bo
BCEX 00CJICAOBAHHBIX MBIIIIAX TPU3HAKHA BBIPAKEHHOIO
JIEHEPBALMOHHO-PEUHHEPBALIMOHHOTO TIPOIIecca C
OypPHBIMH (DACITUKYJISAIIUSMU.



KIMHHYeCKUH CIy4Yau

3akiruyeHue: bokoBoM aMMOTPOUUYECKUI
CKJIEPO3, CErMCHTAPHO-SAICPHbIN, IEPBUYHO-
reHepajau3oBaHHas (popma.



TecToBBIM KOHTPOJIb

CuHaApOM, XapaKTePHbIX 1JI 00KOBOI0 aMHOTPOPHUIECKOIO CKJIepo3a:
1. snunpunagku

2. HapyuieHUs (PYHKIUN Ta30BbIX OPraHoOB

3. amuorpoduu ¢ UOPMIIIAIMAMHA U TUNIeppedIeKcuen
4. HeHTpaJIbHbIE MOHOIIAPE3bI
S. TpopuyecKue A3BbI

CumMnrom, XapakTepHbIH 1J1s 0yj1b0apHoil (popMBbI D0KOBOTO
aMHOTPO(PNIECKOro CKJIepo3a

1. HapymIeHMs1 YYBCTBUTEJIbHOCTH
2. aMOJIHu O

3. nu3apTpus u aucharus
4. arpouss HUKHUX KOHEYHOCTEH



TecToBBIM KOHTPOJIB

IIpn 00xK0BOM aMHMOTPO(PUIECKOM CKJIEPO3€e MOPaAKAETCS
cHCTEMA:

1. BereraruBHas
2. IBUTraTeJLHAA
3. YyBCTBHUTEJIbHAA

IIpu 00KOBOM aMHOTPOPUUYECKOM CKJIIEPO3e
PA3BUBAETCH COYETAHHOE MOPAKECHUE:
1. nepeaHUX U 3aJHUX POrOB CIIMHHOIO MO3ra

2. mepeaHMX POroB U MAPAMM/IHOIO Iy TH

3. 3aIHUX POIOB U 3aJHUX CTOJ00B CIIMHHOIO
MO3ra

4. NMPaAMHUTHOTO IYTH M MO3KEYKA



TecTOBbLIN KOHTPOSMb

BoKOBOM aMHOTPO(UUECKUI CKIECPO3 YaIlle
PA3BUBAETCA B BO3PACTE:
1.20 - 30 ner
2.15-20 ner
3.50-70 ner

4. 30 -40 net



TecToBBIM KOHTPOJIb

[IletHO-TpynHAsS opma OOKOBOIO
aMHOTPO(PUIECKOIO CKJIECPO3a HAYNHAETCS C:

1. c;1a0oCTH B IUCTAJIBHBIX OTIEIaX
PYK
2. arpo(ur MBIIII] PYK

3. (haCHUKYIISALUN

4. HapynieHusT PyHKIUM 3PCHUS



OT1BeThI

1-3
2-3
3-2
4-2
5-3
6-1,2,3



