Mo3xeukoBad
aTaKCUI

Iloproroswria: opguHaTop AsimxaHosa KA.
Kyparop: Macrotura C.M.



Mosxeuok(cerebellum

0 Mo3sxeuok(cerebellum) pacnoaraercs B 3agHen yepertHoi sMke. Hagr ero BepxHen
IIOBEPXHOCTBIO CTeKaeTcs HameT Mo3keuka(tentorium cerebelli) - mBoviHas cKiIazika TBepA O
MO3rOBOVI 0O0JIOUKY, HAalIOMVHAOIIAs ITJIaTKy, KOTOpasi OTelIsIeT MO3XXeUYOK OT OOJIBbIIINX
IIOJIYIIIAPWL.

JarbinoyHasa gona
ronNnoBHOrNoO MOosra

MO3KEeHOK HAaXOAMTCA B 3agHel YacTH Mosra 1
OTASNASTCA OT 3aTbINOYHbBIX 40N M3 BMNMHOM B
MOS MO B O O00N0OYKE (MO 3KEeYKOBbIM HaMeT).
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A3bIYOK MO3KEYKa

%,

HuxHun
yepsb
3apHenarepans 4an

y3enkosas ¢
Y3enok MuxaanmHa Mo3xeuka Byrop Mupamupa fA3bivok wenb

|
Knoykoso- { Knoyok
naons

Hapy>xHas 110BepXHOCTb MO3)KeUKa, B
OTJIVTYMY OT IIOBEPXHOCTV OOJIBIIIOrO MO3Tra
ITOKPBITa MHOXXeCTBeHHBIMM MEeJIKVIMM
TOPM30HTAIBHBIMI M3BVIIVHAMM (JIMCTKN
MO3’KeuKa), KOTOpble pasiesleHbl LIeIsIMIL.

Ha maccy Mo3Xeuka IPUXOAUTHCS OKOJIO
10% oT Macchkl MO3ra, MO3KEUOK COEPKUT
OoJ1ee 50% Bcex HEMIPOHOB I'OJIOBHOTO
Mo3ra.

Kaxzmas vacTe cTBOJIa MO3ra coeiHeHa C
MO3>X€UYKOM ITapOoV HOXEK:

Bepxuue Mo3xeukoBble HOXKM(pedunculi
cerebellares superiores) co cpeqHVM MO3IOM

CpenHne Mo3xeukoBble HOXKM(pedunculi
cerebellares medii) c MmocTom

HiokHMe Mo3xeukoBble HOXKM (pedunculi
cerebellares inferiores) ¢ rmpomoIroBaThIM
MO3I'OM.

Mo3xedok cocTouT 13 uepssi(vermis) v IByX
nontyurapuii(hemispherium cerebelli)
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B HoBbIN MO3XKEYOK
D CTapsiit MO3Xe4oK
- LlpesHuin MO3KEYOK

Y3enok

B Hacros111ee Bpems IIpUHATO

BbIIIEJIATH TPV KOMITIOHEHTA MO3KE€EYKa

Ha PWIOTeHeTNYeCKOV U
PYHKIIMOHAJIIBHOV OCHOBE:

ApxuiiepebesuIyM BKIIIOYaeT B ceOst
KPIOUKM ¥ y3eJIOK uepBs. VImeer
TEeCHYIO CBSA3b C BeCTUOYIIIPHOM
CVICTEMOTA.

[TasreoriepeberutyM BKIIIOYaeT
OOJIBIIIYIO YacTh YEPBS U 30HY,
OKpY>XKarolyo yepsb. [ lony4daer
OoJIBIITYIO YacTh adpdepeHTHOMI
MHPOpMa M3 CIIMHHOTO MO3Ta.

HeoriepebOesuryM BKIIIOUaeT /1Ba
IIOJTyIapysl MO3KeuKa V1 COCTOUT B
TeCHBIX (PYHKIIMOHATBHBIX
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Puc 4.1 JepHucToie KneTki

npobxosuaoe Aaapo Knerku ﬂypxum
AAPO warpa
LwapoBuaHoe AAPO
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E e MypKHHbe
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Kopawhuareie 4. cnoit

KNeTKH

0 Kopa Mo3Xeuka cOCTOUT 13 e
TPpex CJIOeB : MOJIEKYJIAPHBIV,
Ki1eTKu IlypkuHbe 1
3€PHVCTBI.

» benoe seuiecrso

0 Slppa mMo3zxeuka:
0 Jlppo maTpa pacriosiaraercs
MeIVasIbHO B Kpblte IV ¢
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paciiojlaraercsi jyiaTepaibHO 110
OTHOIIIECHNMIO K ANPY LIaTpa

0 3ybuaroe sapo(Handosee
KpYyIIHO€) 3aHVIMaeT
JlaTepaJibHOE ITOJIOKEHNE B Nlasaiolye 8oA0KHa Muctsie sonokHa
ITIYOVIHHBIX OTHeJIaX Oestoro “i* \
BeIlleCcTBa

AKCOHbI KNeToK = Heipors!
NypHuHbe ‘ 3y6uaroro Agpa



Mosxeuok codmpaeT MHAPOPMaLMIO OT OTPOMHOIO pa3sHO00pas3usa 4yBCTBUTEIIbHBIX
I10J1eV1 HePBHOW CCTEMBI IIPY IIOMOIIM TPex HOXKeK MO3)KeuKa 1 II0oChUIaeT
3¢ppepeHTHBIE MMITYJIBCHI Uepe3 Iy OMHHBIe sifipa MO3)KeuKa KO BCeM [IBUTaTeIIbHbIM
30HaM Mo3ra.
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0 Atakcusa mo3XedykoBas —
O0OOOIIEHHBIVI TEPMUH,
0o0O3HavarONINII HapyILIeH e
KOOPAVHALIN JIBVDKEH,
00yCIJI0BJIEHHOE 3a00J1eBaHVISIMU, V1
IIOBPEXXIEeHUSIMM MO3KeUuKa ¥ €ro
cBs3ent. Mo3xeukoBast aTaKCs
IIpOosBIIgeTCsd cieldUYecKMm
HapYIIeHVSIMY ITOXOIKN
(MO3XeukoBas [1vcOasus), paBHOBECHS,
AVICKOOpAVHAaIVeEN JIBVDKEHUN B
KOHEYHOCTSX (COOCTBEHHO aTaKCVis),
HapyIlleHVeM IUIaBHOCTY peun
(MO3KeuKoBasd AuU3apTpus),
PasIMUHBIMM BUJIaMM MO3)KEUKOBOTO
TpeMOpa, TUIIOTOHVEN MBIIIILI, a TaKXe
OKYJIOMOTOPHOW OMCPYHKIIVIEV,
TOJIOBOKpY>KeHMeM. VI3BecTHO
OO0JIBITTIOE KOJIMYECTBO CIIeIIMaIbHBIX
TeCTOB J1JI51 BBISIBJIEHVISI MO3KE€UKOBOI
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BUObl ATAKCU
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Krnaccndmkanmsa Mo3>KedKOBOV aTaKCHM,
OCHOBaHHAaS Ha 0COOeHHOCTIX €€ TeUeHM:

I. ATakcms ¢ ocTpbIM Ha4ajioM

1. IcymbThI ¥ 0ObEMHBIE ITPOLIECCH C IICeBIOVHCYIITHBIM TeueHVeM.

2. PacceaHHBIVI CKIIepO3

3. I'mmena-bappe cungpom

4. DHIIedaNTHI 1 TOCTUHEEKIIVOHHBIE IlepeOeUTUTHI

5. VIHTOKCMKaLMM (B TOM 4MciIe JieKapCTBeHHast: JIUTUI, OapOuTypatsl, AdeHH)

6. MeTabosiueckie paccTporicTBa
7. I'mieprepmmsa

8. OOcTpyKTHMBHas TVapoLedanid

I1. ATakcusi ¢ HOJOCTPBIM HadasIoM (B TedeHMe HeJe/IM MM HeCKOJIbKMX HeJleJlb)

1. Omyxomm, abciiecchl 1 Apyriie 00bEMHBIE IIPOIIeCChl B MO3KeUKe

2. HopMmoteHsuBHad rugpoedas

3. Tokcudeckme 1 MeTaboJIIUecKyie PacCTPOVICTBA (B TOM UMCIe CBSI3aHHbIe C HapyIlleHeM BcacblBaHVS U IIUTAaH).
4. ITapaHeoruiacTiyeckas liepeOesvIsipHasi ereHeparys

5. PaccesaHHBIN cKIIepo3
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III. XpoHn4decky mporpeccupyrolnye arakcuu (B TeueHVe He CKOJIBKMX MecslleB
VIJIM JIET)

1. CrunonepeberuigpHble aTakcyy (OOBIYHO C paHHMM HavyaJIoM)

Dpuaperixa aTakCys

«HedpumapernxobcKas» aTaKCys C paHHMM HadaJIOM C COXpaHHBIMI pediIeKcaM,
TMIIOTOHAAV3MOM, MMOKJIOHYCOM U OPYTMMM HapyIIeHVSAMU

2. KopkoBble 11epebesuigpHble aTakCUM
KopkoBas arpod st Moz xeuka Xomca
IlospHaa mo3xeukoBas atpodpust Mapn-Pya-AnaxyaHnHa

3. Mo3XXeuKoBbIe aTaKCUY C IIO3THMM HavyaJIOM, BOBJIeUeHEM CIPDVKTVD MO3IOBOIO
CIBOJIA VI JIPVITIX O6DaSOBaHT/IT/I HeDBHOT/I CrICTEeMbI

OIILIA

HenTaTopyobpona/uimmosponcoBa aTpodus
Mauamo-/I>xo3eda 6os1e3HB

Hpyrue nerenepanym ¢ BOBJIeUYeHVIEM MO3XKeUKa
Mos3>xeukoBble yicreHesmnmn
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IV. Ilapokcm3sMmasibHaA 30m3oamuvecKast aTaKCcmst

A. B neTckom Bo3pacre:

AyTOCOMHO-ZIOMIMHaHTHas HacJle[ICTBeHHas IleprondecKas
aTakcud (Turia 1 u Tmna 2, pasjivdarorimecs JJINTeIbHOCThIO
IIPVCTYIIOB).

Hpyrue arakcuu (0os1e3Hb XapTHYIIa; HEOCTaTOYHOCTD
VIpyBaT AerviiporeHasbl; 00JIe3Hb «KJIEHOBOT'O CHPOIIa»)

b. Dnivsonuyeckas aTakcus v B3POCIIBIX:

JlekapcTBeHHaA
PaccegaHHBIN CKIIEPO3
TpansuTopHbIe UIleMryecKre aTaku

KomrrpeccroHHBIe mporiecchl B 001acTy OOJIBIIIOrO
3aTbUIOYHOI'O OTBEPCTUSA

HTepMUTTHPYIOMIAsA OOCTPYKIA XEITyOUYKOBOVI CICTEMBI



ATakcug MO3XeUKoBad (3THoJIormdyecKas
KJIacCPUIKaIIVA)

I. [IncreHe3nmn Mmo3>KeuKa

1. I'moorutasum

2. Hennu-Yornkepa MaiibdpopMariyis

3. Apnonbraa-Kuapu masibpopmariyis

Il. HaciiencTBeHHBIe M IereHepaTHUBHBbIe 3a001eBaHMsI

1. BoresHn HaKoOIUIeHNS: JIUIA03b], HapyllleHVss OOMeHa IJIMKOIeHa, HeVIKOBHHeqéaHOHaTVIVI
(abetarmmonporenHemms baccena-KopHiiserira, 0onesHs Pedpcyma, 60s1e3ub Tes-Cakca, 60s1e3up Huumvana-I1nika,
MeToxpoMaTudecKas JIeVIKOAUCTPOod s, LIepOMIHBIN JIMIOPYCIIMHO3, Crainios3, 6osesns Jladopa)

2. Hapymenus meTabosm3Ma aMMHOKICIIOT, MUTOXOH/IpYaIbHasd SH3MIMHasd HeJIOCTaTOYHOCTh U IpyTiie
MeTaboJIMuecKe pacCTPOVICTBa (HeOCTaTOYHOCTh TpaHCcKapbaMmIashl, aprMHMHCYKIIVHA3bI, apriiHashl; 00J1e3Hb
Xaprayna (Hartnup), 6os1e3ns J1u (Leigh), HemocraTouHOCTE IVIpyBaTaErMapOreHasbl, MUTOXOH I pYaIbHas
MMOTIATA).

3. XpomocomHble HapyiteHns (I'mmmess-JInHaay 60s1e3Hb, aTaKCys-TesleaHTVIO9KTa3 i)
4. MHOXecTBeHHasl CHICTeMHas aTpodust
5. bonesnp Buyibcona-Konosasiosa

6. AyTocoMHO-pelleccuBHBIe (aTakcus Dpugperixa, aTaKCU ¢ paHHUM HavajioM), ay TOCOMHO-IOMVHaHTHbIe
(neHTaTOpyOpO-TIA/UINIO-IbIOVICOBA aTpod s, OosiesHb Mauano-/I>xoseda, snmsoamdeckme aTakeuy Tima 1 m
TuIa 2) v X-ClielUIeHHHHas peliecCBHasl CIIMHOLIpeOesUITpHas aTaKCus.
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II1. ITpnobpeTéHHBIe MeTabOIMYIEeCKMe ¥ HyTPUTUBHBIE pacCTpPOVICTBA

1. ToxkcmHbI

2. HemocTaTOYHOCTh NIMTAHMS V1 CMHIIPOMBI, CBSI3aHHBIE C aJIKOTOJINM3MOM (aJIKOrOJIbHAsl MO3’KeUKOBas
JlereHeopalysl, HeJIOCTaTOYHOCTb BUTUMMHA E)

IV. Iadexunmn

1. BupycHble nH@eKIIMM (IIOTOCTPBIN CKIIEPO3UPYIOINTI IIaH3HIIeaIUT, BETPAHKA, KOPb, IaparpUIIIIO3Hble
VHQeKIIMM, IIPOCTO repIriec, ITOCTMH@EeKIMOHHBIAMCCeMHVPOBaHHbIV 3HIledaIoOMMeINT, CBIHKA,
LMTOMeTaJIOBUpPYCHas MHMEKINs)

2. HeBupycHsble MH@peKIMM (TOKCOIUIA3MO03, MUKOIUIa3MaTIecKasl MH@eKIs, O0JIe3Hb JIETMOHEPOB)
3. ITpnoHoBbIe Oosnesuu (Kpenriidernbara-AIkoda 6osesns, 'epctmana -l Tpeyciiepa Oose3Hb)

V. Cocyaucrbie 3a001eBaHMsA

1. 'emopparmyueckmit MHCYJIBT

2. VmeMu4aecKum MHCYJIBT

VI. Onyxoian

1. IlepBruHble ormyxosm (acTpoLMTOMa, MeAyJII001acToMa, HeBPMHOMa, MEHVHTIOMA)

2. MeracTraTmyueckas OIyXO0JIb

oy HapaHeOHJ'IaCTT/IT-IeCKOG IIOpa’keHre MO3>XKeduKa
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VII. JemuenuHaM3upyromme 3a001eBaHUA

1. LlenTpasibHOV HEPBHOV CUCTEMBI (PacCesiHHBIV CKIIepO3)

2. Ilepudpeprueckont HepsHOM cucteMbl (Muuiepa @Puiliepa CMHIPOM)
VIII. baswisipHast MUTpPEHb

IX. SITporeHHas (JiekapcTBeHHas1) aTaKCHsI

1. Indpennn

2. KapbamaszenuH

3. bapburypatsr

4. JIvitvn

5. ITnniepasuu

6. dpyrue
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MimeMMM4IeCKMNH MHCYJIBT T'emopparum4idecKum
MHCYJIbBT

NHCcyabT

[
[

Crycrox KpoBH OJIOKHpPYET KposoreueHnue BO3HUKAET
JOCTYII KPOBH K 94aCTH MO3ra BHYTPH HMJIM BOKPYTI TKaHHM MO3ra

1. VIHcysibT, 1I0-BUAMMOMY, caMad YacTasl IIPUYMHA OCTPOV aTaKCUW B KIIMHUYECKO
ITpaKTIKe.

JlakyHapHble MHQAPKTH B 00JIacTVI BaposIieBa MOCTa U CYHpaTeHTI?[‘pT/IaHBHBIe MOLYT
BBbI3BaTh aTaKCVIO OOBIYHO B KapTVHe aTaKTU4ecKoro remurapesa. Vimemus B odractm
TajlaMyca, 3aJHero KojleHa BHyTpeHHeVl KallCyJIbl 1 corona radiata (3o0Ha
KPOBOCHAOXXeHWs 13 3aIHeV MO3rOBOVI apTePMIL) MOXKET IIPOBIIATHCS MO3KeUKOBO
aTakcuen. B To ke Bpems B MO3XeUKe 4acTO OOHapy>XMBaIOT «HeMble» JIaKyHapHble
MH@PapKTeL. M03XeuKOoBBIVI MHAapPKT MOXXeT TakKe IIPOSIBIIATHCA M30JIMPOBaHHBIM
rojioBoKpy>xeHnem. KapayuaipHasg sMO0svs 1 aTepocK/IepoTdecKast OKKIIIO3VS — JIBe
CaMBIX YaCThIX IPVYMHBI MO3)K€UKOBOI'O VHCYJIbTA.

OO1pHBIe MO3)KeUKOBble MHPAPKTHI WJIM FeMOpparmum COIpoBOXKIAIOTCS OBICTPBIM
pasBUTVIEM I'eHepaI30BaHHOV aTaKCWV, TOJIOBOKPY KEHVIEM V1 IPYTVIMV CTBOJIOBBIMIA
1 OOIIIEMO3TOBBIMY IIPOSIBIIEHVSIMI YacCTO B CBSI3M C PasBUTIEM OOCTPYKTVBHOM
rugponedam.

Oryxosm Mo3XXeuKa, abcIiecchl, rpaHyJIoOMaTO3HbIE U ApyTriie 00BEMHBIE IIPOIIeCChI
VMHOTIA IIPOIBIILIOTCI OCTPO M 0e3 rpy0o1 CMMIITOMATUKM (TOJIOBHBIE OOJIV, PBOTA,
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B! Hemangioblastoma

0 1. Onryxonm (0ocobeHHO MeyJuI00I1acTOMBI, aCTPOLIUTOMBI,
3IIEHIVIMOMBI, TeMaHI100JIaCTOMBI, MEHVHIVIOMBI U
IIIBAHHOMBI (MOCTOMO3KEUYKOTO yIJIa), a TaK)Ke aOCIiecchl 1
npyrvie oobpéMHBIe 00pa3oBaHMs B 00JIaCTVI MO3)KedKa MOTY T
KITMHWUYECKV TPOSBIISTHCS KaK HOJOCTPO TEKyIIye VIIn
XpOHMYECKM IIporpeccupymoinve atakcum. [ lommmo
HapacTarller MO3KeUKOBOV aTaKCUM HepedKV CIMIITOMBI
BOBJIEUEHISI COCeIHMX 00pa3oBaHMI; OTHOCUTEIIBHO PaHO
TIOSIBJISIFOTCS IIPM3HAKM ITOBBIIIIEHHOTO BHY TPUYEPEITHOTO



HopmoTeHn3nBHas
ruapouedanms

2. HopmoTteHs3uBHas rugporedanis (CMHIPpOM
XakmMa-Amamca: Irporpeccupyroliee
yBeJIYeHVIe JXeJTyJOYKOB IIPY HOPpMaJIbHOM
JaBJIeHVV JIKBOPAa) KIIMHWYECK IIPOSIBIIAETCS
XapaKTepHOV TpUagoVi CIMIITTOMOB B B/
nycbasmm (arrpakcys XoabObl), Hefep>KaHs
MOYM U IeMeHIIVY [TOAKOPKOBOI'O THIIa, KOTOPHIe
pas3sBUBAIOTCA B TeUeHVe HeCKOJIbKIMX HellelIb VN
MecsI1IeB.

OCHOBHBIE IPUYMHBIL: ITOCIICICTBIA
cyOapaxHOMIAIIBHOIO KPOBOM3IIVISTHVIS,
IIepeHeCeHHOTO0 MeHVHIVTA, YePeITHOMO3IOBOM
TPaBMBI C CyOapaxHOMIaIbHBIM
KPOBOM3JIVISIHVIEM, OIlepallii Ha MO3Ie C
KpoBoTedyeHneM. VI3BecTHa Takxke
VayonaTndeckas HOpMOTeH3VIBHA A
rmgpoLedams.




1 OKCMHYCCRVIC V1
MeTaOOoIMUYecKme
d
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[ 3.Tokcuueckme 1 MeTaboIMYecKye
paccTpovicTBa (HEIOCTaTOYHOCTD
BuTaMuHa B12, Bsutamuta Bi,
BUTaMMHa E; ruriotupeos,
rureprapaTupeos; MHTOKCUKAIN
aJIKOroJjIeM, TajvieM, PTYThIO,
BVICMYTOM; IIepeJO31POBKa
nvidpeHVIHA VJIU APYTVX
IIPOTVBOCYOPOXHBIX CPEJICTB, a
TakKoKe JINTY, IMKIOCIIOPVIHA U
HEKOTOPBIX APYIVIX BEIECTB) MOTYT
IIPVBOAUTD K IIpOrpecCrpyroIen

NORSKOUUK OROTN ATAWCTATA




| lapaneoruracTrmueckas
MO3)KE€UKOBas JlereHepariysi.

U 4. ITapaneoruiacTiyeckast MO3K€UKOBasi JereHepars.
3710Ka"yecTBeHHOe HOBOOOPpa3oBaHVe MOXXeT
COIIPOBOKIATHCS IOOOCTPBHIM (MHOTIa OCTPBIM)
MO3>K€UKOBBIM CMHIPOMOM, YacTO C TPEMOPOM I
MVOKJIOHYCOM (@ TakKe OICOKJIOHYycOM). HacTo aTo
OITy XOJIb JIETKVX, JIMM(POVIITHOVI TKaQHW VIV )KEHCKVIX
I10JI0BBIX OpraHoB. [ lapaneoruiacTiaeckas
LiepeOeruIapHas JereHepanys KIVHIYeCK) MHOIIa
oIlepeXkaeT HelloCpeCTBeHHbIe ITPOsBJIEHNS CAaMOV
orryxosmt. HeoObsicHMMas ropoctpas (Wi XpoHWYecKas)
MO3>KeUKOBas aTaKCus TpeOyeT MHOoTrIa IIpoBeIeHVIs
LieJIeHaIIPaBJIeHHOI'0 OHKOJIOIMYeCKOTO ITOVCKa.



PaccessHHBIV CKITEPO3

[ 5. PaccessHHBIVI CKJIEPO3 JIOJDKEH OBITh TOATBEPXKIEH WU
VICKJTFOUEH ITPU ITIOJJOCTPO Pa3BUBIIIENICS MO3XKEUKOBO
aTaxcum, ocobeHHo y i mosioxe 40 stet. Ecii kimmHMYecKkas
KapTrHa He TUIIMYHa Wi cCOMHUTeNbHa, To MPT u
BbI3BaHHBIE TTOTEHIIVAJIbl Pa3HbIX MOIAJIBHOCTEVI OOBIYHO

PacceaHHbIn cknepo3. lleMmmenmHmsayumsa

MuUueJsimHoBas

obonouka ! (“‘i)\ﬁ?\ 7 noBpexaeHHas

obonouka

HepBHbDBIE BOJIOKHA HepBHDbIE BOJIOKHAa



PaCCeAHHbINA CKAEDO3, B OCHOBHOM
NOPAXEHO TOALKO OeAoe BelecTso

. AKCOH, OKDYXEeHHbIN
 MHEAMHOBOW OBOAOUKOM,
NO3BOARIOWEH OLICTPO
NPOBOAWTL HEPBHbIE
UMNYABCHI

L MHeAHHOBaR 0BOAONKa
nospexaena. Npoeesexue
HMNYALCA HAPYLUEHO



IpOrpecCUpPYIOIIe
MO3>KeUKOBbIe aTaKcuu (B
TeueHVe HeCKOJIbKUX MeCsIIeB
VIV JIET).
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CnuHolnepeOe/UIsipHbIE aTaKCHUU (C paHHUM
HavaJIOM)

[ToMyMO MeJIeHHO pacTYILVX Oy XOJIeVi 1

APYINX 00 BEMHBIX IIpOo1IeccosB I 3TOM I'PYIIIBI ATaKCMH ¢pM Apeﬁxa

XapaKTepHBIL:

1. ConuonepeberuigspHbIe aTakCcuM (C paHHUM
HaydaJIoM).

CrmnollepeOesuIApHBIe aTaKCUy — TPyIia
3a00J1eBaHM, CIIVICOK KOTOPBIX XXECTKO He
3adpMKCHpoOBaH 1 BKIIIOYaeT, 110 JaHHBIM pa3HBIX
aBTOPOB, pa3Hble Hac/le[ICTBeHHbIe 3a00J1eBaHs
(0cOOeHHO B JIETCKOM BO3pacTe).

dpugperixa aTakcys (TUIIMYHBIE CYIMIITOMBI:
MO3KeUKOBasi aTaKCysl, CCHCUTVIBHAS aTaKCHs,
runopedyiekcus, cuMmirroM badvHckoro, ckoimos,
«crorta Ppugpenixa» (pes cavus),
KapAMOMMOIIaTHs, caXxapHBbI aAnader,
aKCOHaJIbHAas ITOJIMHEVIPOIIaTsA).

CrimHollepeberuIsipHble HGPQH%)&L[T/H/I
«HePUAPEIXOBCKOTo THIla». B omiane ot
aTakcuu Opugperixa 31ech XxapakTepHO 0Ooiee
paHHee HayayIo 3a00JIeBaHMsl, COXpPaHHbIE
CYXOXIWIbHBIE pedIeKChl, TMIIoroHaansM. B
HEKOTOPBIX CEMbIX — HVDKHWII CIIaCTUYEeCKU
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> = Speech Abnormality

_ 4 Cerebellum = Nystagmus
B (Spinocerebellar
Ataxia) * Food Regurgitation in

Mouth



2. KopkoBble MO3Ke€UKOBbBIE aTaKCU.

KopxkoBas aTpodns Mo3xeuka XojIMca — Hac/leZICTBEeHHOe 3a0ojleBaHue
B3POCJIBIX, IIPOSIBIIAIONIEeCs MeJICHHO IIPOrPecCUpyIOLeVi MO3XKeUKOBO
aTakcuen, gusapTpueri, TPeMOpPOM, HUCTarMOM U, PeIKO, APYIVIMU
HeBPOJIOIMYeCcK/ MY 3HaKaMU (M30JIpoBaHHas LiepederiodyrajibHas
ceMeriHas aTpodus, repefqoarakcus Tuna B). Ha MPT — aTtpodus uepss
MO3KeuKa.

I To3nHasa MozxeukoBast aTpodpsa Mapu-Pya-AstakyaHHa HaUMHAETCA MTO3THO
g?eHHT/IVI BO3pacT 57 j1eT) 11 O4eHb Me[JIEeHHO IIporpeccupyerT (B TedeHne

— 20 j1eT), BO MHOI'OM HallOMMHad IIpeabIayyo opMy (KIVMHUYECKN U
Mopdoriornyuecky), Ho 0e3 ceMemHOro aHaMHe3a (130 IMpOBaHHas
1iepeOeruIodyraibHast aTpodus CIIOPaANdecKoro TUIIA).

AHajyIormuHble HaTOMOp(l)OJ'[OI’T/ItIeCKT/Ie V1 KITMTHIYeCKrIe IIPOABJIEHVIA OIIMICaHbI
IIpn1 AJIKOTI'OJILHOV MO3>KeUKOBOM Aeredepanni.



3. Mo3XeukoBble aTaKCUY C O3JHVM HadyaJIOM,
BOBJIEUEHVEM CTPYKTYP MO3TOBOI'O CTBOJIA U APYIMX
0Opa3oBaHMIT HEPBHOVI CHICTEMBI.

OnuBononTo1iepebervsipHas arpodms (OITLIA).

CymtectBytoT pasimuHble K1accudmkanmm OIILIA. Criopagmueckas popma (HexeprHa-Toma) BBIIJISONUT KakK
KJIVHIYECKN «YIMCTBIVI» TUII WV KaK TUII C SKCTPapaMUIHBIMI 1 BeTeTaTVBHBIMY (IIPOTpeccupyoIast
BereTaTVBHAs HEOCTATOYHOCTD) IIposiBieHnsIMI. [lociieqHI BapraHT OTHOCSIT K MHOXKeCTBEHHOVI CICTEMHOM
atpodrm. Hacnencrsernnste popmel (tiprimepso 51 %) OIILIA (repemoaTakcuy Tiiia A) maToMopdoIormiecKn
VI IHOTa KJIVMHUYeCKN 83 oTJIM4YMe OT ciopazandecknx dopm 3aeck He xapakTepHa [1BH) masio otiimgaroTest ot
cnopagyraeckux popm OITLIA 1 HacUMTBIBAIOT CETrOIHS CeMb reHeTUYeCKIX BapyaHTOB.

Benytm niposieiiermeM j1t00b1x dpopm OITLIA sBiisieTcss Mo3KeuKoBasi aTakcys (B cperiHeM Oosiee, ueM y 90 %
60J1bHBIX), 0COOEHHO 3aMeTHas B X0op0e (0ortee 70 %); mu3apTpus (CKaHAMPOBaHHAs pedb, Aucdarmis,
OysibOapHBIe 1 IIceBIO0YIbOapHbIe pacCTPOVICTBA); CUMHIPOM HapKMHCOHM3Ma BeTpedaeTcs IpuMepHoO B 40 — 60
% cilydaeB; He MeHee XxapaKTepHBbI IMpaMuIHble 3HaKN. OTesIbHbIe KIIMHYECK/e BapMaHThl BKJIIOYAIOT B CBOU
IIPOsiBJIeHVIsI MMOKIIOHYC, AVICTOHUIO, XOpendecKye TUIIepKHe3bl, [IeMeHIINIO, [JIa300BUraTeIbHbIe 11
3puUTeJIbHBbIE PacCTPOVICTBA; peAKO — amMuoTpoduy, pacuyKyJIUnn U Apyrie (AIwienTidecKe IpuaaKy,
aIrpaxcysl BeK) CUMIITOMBL. B rociieyHme rofpl BCé yallie OMChbIBatOTCs COHHBIe artHo3 put OITLIA.

KT vt MPT BeLsBIIIeT aTpomio MO3XKedKa 1 MO3rOBOI'O CTBOJIA, pacIIpeHyie 4eTBEPTOro XejlygouKa 1
LVICTePHBI MOCTOMO3>K€UKOBOI'0 yIJIa. HacTo HapyIaroTCs IlapaMeTPhl CJIYXOBBIX CTBOJIOBBIX BBI3BAHHBIX
IOTEHIIVaJIOB.

Hvd depennyiabHbIN AarHO3 IPOBOOAT BHYTPY PasIMYHBIX (POPM MYJIBTUCUCTEMHOV aTpodm
(cnopapyueckumnt BapuanT OILIA, cuagpom [Mlag-/Iperikepa, crproHMUrpaIbHast IereHeparyis).



0 B aTy rpy1miy MO>XXHO OTHECTU U TaK Ha3bIBaeMble «aTaKCUN
IUTIOC» CUHAPOMBI (Oosie3Hb [ vmmere-J IHay; aTtakcms-
TeJIeaHTVIOIKTA3MS; «MO3KEeUKOBas aTaKCHS TUTIOC
TVIIOrOHaaV3M»; CMHIPpoM MapuHecky-lllerpena;
«MO3KeUKOBasl aTaKCys IUTFOC TYrOyXOcCTh'") 1 3a0051eBaHMs C
M3BECTHBIM OMOXMMIYecKM aedeKTom (0osesHs Pedcyma;
Oosie3Hp baccena-KopHiiserira), a Takke HEKOTOpBIE IpyTVie
penkve 0oste3Hm (0osie3ns JIu; 0osie3ns ['epcTmaHa-
IIITpoyciepa Gerstmann-Straussler); Oosie3Hb
Kpentidenbara-sIko0a; X-criervieHHas
anpenonenkonuctpodpus; cuaapom MERRFE; 6one3np Tes-

Caxkca; 0omtesun ['ore; 0ostesasr HuMmana-I [ika; 6os1e3un
CHT—TT[YHA‘)H\ MﬂQ)T(PUT(ﬂRRTP TITACTTIAITHACRTIAIA
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ATaKCVsI MO3XKeUKOBasl (HEKOTOpbIe
KJIMTHUYeCKre MapKepbl 3a00J1eBaHm

Hapymenmne co3nanms: KposousimmsiHue i nHPapPKT MO3)KedKa; MHTOKCHUKaIIVs; Oeccy10poKHbIN
SIVIIEIITUMYECKUIL CTaTyC.

3ameprKKa ICUXUYECKOI0 pa3sBUTHA: ATaKTUUeCKI IlepeOpalIlbHbIN Hapaliny; BPOXIEHHbIe aTaKCU;
HEeKOTOpble Hac/Ie[ICTBeHHbIe aTaKCUV C PaHHVM HadajloM; MMTMeHTHas KcepoepMa.

demeHIIM: l"vmpoueg)aHMﬂ; HEKOTOPBIe «lereHepaTnBHbIe» atakcny; ['epcrmana-1LlTpeyciepa cuampoM;
Kpenrndensara-SIxkoda 6051e3Hb.

Atpodmus 3purenpHOro HepBa: PacceaHnbINn ckilepos; atakcus Opuaperixa; Jpyrve HacJeCTBeHHbIe aTaKCUVL;
AJIKOTOJIVI3M.

PervHomnaTwst: HeKOTOpBIe HadJIeIICTBEHHbIE aTaKCUM, MUTOXOHIPVaJIbHbIE BHL[eraHOHaTI/IT/I.
AHpaKCVIH OBVKEHUM IJ1a3 (OKy.TIinHaﬂ MOTOpHAas anpaKcnﬂ): dTaKCVA-TeJIeaHI'MMOSKTa3VA.

CynpanykiieapHas odTapMoIuIerisa: AyTOCOMHO-IIOMHAaHTHBIE aTaKCUV, MAVONaTYecKe aTaKCU C
ITO3IHVM HavaJIOM; He[IOCTaTOYHOCTh reKco3aMMHIMIa3el; 6oste3sHb Humvana -Inka (tmm C).

MexxpsamepHasa odTaabpmornierus: PaccesHHbIV cKlepos; sHIledastonaTnsa Bepauke (penko);
«JJereHepaTVBHbIe» aTaKCU.

I1T03, mapaan4n Hapy>KHbBIX MBIIIIL I71a3a: MUTOXOHIpUaIbHbIe SHIledaIoMMONaTy; SHIledaIonaTys
Bepuuke; 6051e38b JI.

IMapaman III, IV n VI kpaauaneHbIx HepBoB: VIHdapKT; reMoppariisi; paccesiHHBIN CKJIep03; 00bEMHBIV
IIpoliecc

B 3a/THEVI UePEeITHO SIMKe.

OxynsipHBIN (b1aTTEp, ONCOKIIOHYC: BupycHBIN IlepebesuInT; ITapaHeoIlacTdecKyie CUHIPOMBIL.

Hucrarm, «0prommit BHU3»: [Tporieccel B 001acTyt OOJIBIIIOTO 3aTBUIOYHOTO OTBEPCTIS; «JlereHepaTBHbIE»
aTakCuu.

DKcTpanvpaMuaHble CMHIPOMBI (IMCTOHMA, XOpesi, pUrMAHOCTh MbII): bosiesus Buibcona-KoHoBasioBsa;
JOMVHAHTHO-HacJIeyeMble U CIIopagdecKye aTaKCUM C IO3IHMM HadaloM; aTaKCV-TeJIeaHTIOSKTa3I.
Mmuoxkionyc: MuToxoHIpurasbHble SHIIedaIoMIOoIIaTii; MHOXKeCTBeHHasl He[loCTaTOYHOCTh KapOOKCIIas3bl;
LIepOVIHBIe JINIIOMYCIMHO3bL; CHasnIo3; cuHapoM Pamces: XaHTa; OeccyTOpOXXHBIN STMIIENTIYECKIT CTaTyC;
HEKOTOPBIe ay TOCOMHO-JIOMMHAHTHBIE aTaKCUL.

I'mmopedaexcust mam apedyiekcisi, 9acTo co CHYDKeHMeM MpOo-IIPUOLeIIny M BMOpallfOHHOIO YyBCTBa:
Arakcug Opupperixa; Jpyrve HacjIeACTBeHHbIe WIN «JIereHepaTUBHbIe» aTaKCUW; aJIKOTOJIbHAs MO3)KeUKOBas
JereHepanysi; HeJIoCTaTOYHOCTh BUTaMVHa E; rumoTipeos; aTakcys-TelleaHrMosKTasuyl; MUrMeHTHas
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Xp6ym<v1e, JIOMKWMe B0J10chI: HerocTaTouHOCTh apTMHMHCYKIIMHA3EL (Hac/IeZICTBEHHOe ay TOCOMHO-PeLlecCHBHOe
3a0o0s1eBaHMe), HTPOsBIIAIOLIeecs 3aepKKOV (PM3MUEcKOro M ICUXMUeCKOro pasBUTH; SIVIeTICHel; aTakCuers;
HapyIeHvieM QYHKIINU [edeHl; JIOMKMMM Y PacTyIIVMM KJIOYKaMV BOJIOCaMV; IIOBBIIIIeHHOV SKCKpeLyer
apIVHVHSAHTAPHOV KMCIOTHL

BBIHaHEHI/Ie BOJIOC: VIHTOKCT/IK&HVIH TajveM, r'MIIoTupeos, aﬂpeHOHeVIKOMT/IeHOHeVIpOHaTT/Iﬂ.

Hwuskast rpaauIta oBostoceHms: Mainbdopmarins B 06J1acTi KpaHMOBEPTEOpaIbHOTO Hepexofia ¥ O0JIbIIIOro
3aThUIOYHOI'O OTBEPCTSL.

VIzsmeHeHMs1 KOXKM: TejleaHIMO3KTa31y, 0COOeHHO.B.001acTVt KOHBIOHKTMBBI, HOCA, YIIIeV, CrOaTeIbHBIX

IIOBEPXHOCTAX KOHEUHOCTeN! (aTaKCysi-TeJleaHIM09KTass); Uy BCTBUTEJIbHOCTD K CBeTY, KOXKHBIe OITyXOJIN
IITMEeHTUPOBaHHAs KCepoepMa); He/UIarpoHoa00Has Chlllb (00sIe3Hb XapTHYIIA); Cyxasi KoXa (TUIIOTIIPeos,
oste3Hb Pedpcyma, KOKaMHOBBIVI CMHIPOM); IUTMeHTalVs (aIpeHoIeIKOMIEeIOHeIPOIIaTys).

VIsmeHeHMs1 B 001acTy 171a3: Termeanrmnoskrasum (cM. BeIlle); Kosblio Kanzepa-®rienitiepa (6os1e3up Bribcona-

Konosasiosa); anrnoma cetuatku (I'mmmessa-JInapay 00s1e3Hb, COTPOBOXKAAIOIIAACH MO3XKEUKOBBIMI

reMaHIIOMaMM); KaTapakTa (BpOXXIEéHHas KpacHyxa, Xxoecteposio3, cuHapom [lerpena-J/Iapcona,

MUTOXOHApMasIbHag 3HIledpatoMmonaTs); anupuans (cuHapoM XKiterncy, HposiBIIAIOIINIACS BPOXKIEHHBIM

OTCYTCTBUEM Pay XKW, 3aI€P>XKKOVI IICVIXMYECKOTO Pa3BUTV VI MO3)KEUKOBOM aTaKcmeV{).

JInxopagka: JIvxopagka MOXeT yCWJIMBATh IIPOsBIIeHN MHTePMUTTUPYIOLIeN MeTaboIM4ecKov aTaKC;

JIVIXOpazika MOXXeT OBbITh IIposiBiIeHeM abciiecca MO3)KeuKa, BUPYCHOTO 1iepeberuInTa, HUCTUIIMPKO3a.

PBota: KposownsnmsHue i nH@apKT MO3KeuKa; OCcTpasd AeMyeIvHM3as; 00bEMHBIV IIPOLiecc B 3a1Hel

yepertHou sIMKe; MHTEPMUTTHUPYIOIas MeTaOosIuecKas aTakCys.

I'enmaTocienomeranmst: bostesus Humana-ITuka, i C; 6oesas Brouibcona-KoHoBasioBa; ajikoroimsm;

HEKOTOpble MeTabosIuecKme aTaKCui JeTCKOro Bo3pacTa.

bosie3HB cepalia (KapAMOMMOIIaTH:A; HapyIIeHMUs IPOBOAM ™MOCTH): atakcus Opuaperixa.

Husknit poct: MutoxoHaprasibHas sHIIedaIoM1onaTsl, aTaKCys-TelleaHIMO3KTas3Msl, KOKaVHOBBIV CHIIPOM,

cuHapoM Illerpena-Jlapcena.

I'mnoronaamsm:PelieccrBHas aTakcys ¢ TUIIOTOHAAM3MOM; MUTOXOHIpHasIbHAs SHIleaIoMIMOIaTsL; aTaKCsI-

TeJICaHTMO3KTas3Vd; afpeHosIerIkoMyesioneriponaTst; cuaapom Ilerpena-Jlapcena.

Hedopmanmm ckenera: Arakcrsa Opunperixa; cuagpoM [lerpena-/Iapcena 1 gpyrvie MO3)Ke4KOBbIe

JlereHepaluy ¢ paHHMM HadaJloM; HacJle[ICTBeHHbIe CeHCOPHBIE V1 MOTOPHbIEe HeViPOIIaTHUA.

VIMMYHHa}I HEJOCTAaTOYHOCTb: ATaKCT/IH-TeJ'IeaHFT/IOBKTa?)T/IH,’ MHO>XeCTBeHHasAd Kap601<cvma3Haﬂ
HeIJOCTaTOYHOCTb.

Hapymenmne nuraamsa: HemocrarouHocts BuTamuHa E; ajkoronmsm.






