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LEJIDb:

= JlaTh OOIIIee MOHATHE
U JIeYeHUU 3TOU OO0JIe3HU ,
TAKOKe COIIPOBOXKAAIOIIHECS
pasBUTHUE OCJIOXKHEHUN MOoCJIe
JIEYEHUS .



OIIPEJIEJIEHI
Atakcus (rped. ataxia —
OCCIIOPSIOK,

«» — OoTpUlATEIbHAs
yacTtuia u

«taxis» — MoOpsI0K)
ATaKCMSl — 3TO HaAPYIICHUE
KOOpJAWHAIIUN ABMKCHUHN IpU
OPAKCHUHU JTOOHBIX HOJICH
TOJIOBHOTO MO3ra, MO3KEUKa,
yTEeH TITyOOKOM
YyBCTBUTEIBHOCTH

B CIIMHHOM M T'OJIOBHOM
MO3Ie




bonesns @puaperixa ATakcus
Dpunpeiixa — HaclIeICTBEHHOE
HEeWpOJIEreHEpaTUBHOE 3a00JICBaHHUE,
HAYMHAIOIIEECs B IETCKOM WJIM
IOHOIIIECKOM BO3pacTe U
XapaKTEePU3YIOIIEECS MPOTrPEECCUPYIONICH
aTakcueu, gepopMarMsIMH CKeJleTa U
kapauomuonucTpodueii. B 1862 rogy N.
Friedreich ommcan 0omesns,
BIOCJICICTBUH ITOJYYHBIIYIO €TI0 UMS.
Tun HacnenoBaHUA ayTOCOMHO-
PELIECCUBHBINU C HETIOJIHOM
MIEHETPAHTHOCTHIO MATOJIOTMYECKOIO T€HA
9q13-g21.1.

Yacrora: 2 va 1 00 000 HaceneHus .
My>K4uHBI 1 KEHITUHBI 00JICIOT
OJIMHAKOBO YaCTO.



ATtakcnma ©pupgpenxa

3agHWe 1 NepegHue cnuHouepebennapHbIe Ny TH

BOKOBbIE KOPTUKOCNaHMUYecKue
(NnupamuaansHbIe) TpaKThl

PebeHoK C Nporpeccupyrole
aTtakcuen @puapeinxa

§anume crdnﬁu,bl

FaHMINA HAXHEro KOPHSA

NS )]G g o
YyacTtkm p,ereHepauvm CMNMHHOIC MOo32ra
NPUBOAAT K DVHKUMOHANBbHbIM aeduumTtam




KIIMHNYECKAA KAPTHUHA.

[IepBbie cCUMIITOMBI 3a00JIEBaHUSI BO3HUKAIOT
OOBIYHO Ha 1—2-M JE€CATUICTUH KU3HHU, Yallle
BCEro B IpenyoepTaTHOM IIEPHUOJIE,
XapaKTEPHU3YIOTCS HE3aMETHBIM MOSBICHUEM
CUMIITOMOB, OTHOCHUTEIILHO OBICTPhIM
IIPOTPECCUPOBAHUEM IIPOLIECCA U COUYCTAHUEM
TUIIMYHBIX HEBPOJOTMYECKUX U IKCTPAHEBPAIBHBIX
KIMHUYECKHUX ITPOSIBICHUM.



HEBPOJIOTUYECKUE CUMIITOMBI

3a0oneBaHUE OOBIYHO MAHU(PECTUPYET MOSIBICHUEN
HEJIOBKOCTH, HEYBEPEHHOCTH

IIpPU X0Ab0E, 0COOCHHO B TEMHOTE (IIPH3HAK
3aJHECTOJIOOBOM aTakCHM), OOILHBIE
HAYMHAIOT MOIIATHIBATHCS, YaCTO CIIOTHI-
KaroTca. Beckope Kk atakchu npu Xoap0e
IPUCOCTUHAIOTCA JUCKOOPAWHALIMS B PyKaxX, H3MeE
IOYEPKa,

C1a00CTh B HOTaX. YK€ B CaMOM
HayaJje 3a00JICBaHUS MOXET OTMEUYAThCSA
nu3aptpusa. Peub mproOpeTaeT XxapakTep CTAKKaTO |
9KCIJIO3UBHOCTH (B3PHIB-

YaTOCTH) B pe3y/IbTaTe HeCOIIACOBAHHOCTH JbIXaH
(oHanmu. PaHHUM 1 BaKHBIM JTU(D(HEPEHIIUATIBHO-
AMArHOCTUYECKUM MpH3HAKOM 0o0sie3HH Dpuapeix
SBJISICTCS UICYC3HOBEHUE CYXOXKHUJIbHBIX U
HaJIKOCTHUYHBIX PE(ICKCOB.




Yraerenue pediekcoB (B MEPBYIO oUepeb aXHILIOBBIX U
KOJICHHBIX) MOJKET Ha HECKOJIBKO JICT OIEPEKaTh MaHU(ECTAIIHIO
APYTUX CUMIITOMOB 0OJIE3HU M OBITh CAaMBIM PaHHUM
IPOSIBJICHUEM HEBPOJIOTMYeCcKor Auc(hyHKIMHU. B pa3zBepHyTOM
CTaJuu 3a001€BaHMsI Y OOJIbHBIX OOBIYHO HAOIIOIACTCS
TotanbHas apedaexcus. Kak mucan B 1975 1. J. Tyrer, «...
MHOTHE HEBPOJIOTH OyIyT KAaK MUHUMYM KOJIEOAThCs B
IIOCTAaHOBKE KJIIMHMUYECKOIO AUarHo3a arakcuu dpuapeiixa npu
HaJIMYMX OKUBJICHHBIX CYXOKHJIBHBIX PehIeKCOBY.
Crnenu@uyuHOCTh CYXOKHIBHON ape(eKCUu CBs3aHa C TEM, UYTO
IEPBUYHOM MHUIIECHBIO JIET€HEPATHBHOIO Mpoliecca Npu aTaKCUU
Opuaperixa ABISIOTCA YYBCTBUTEIIbLHBIE HEUPOHBI
CIIMHHOMO3TOBBIX TAHIJIMEB, NEPEKIIOYAIOIINE CUTHAIBI OT
MBIIIICYHBIX BEPETEH 1 COCTABISIONINE BaXKHOE 3BEHO
CIIMHAJILHOTO pediiekca

Ha pacTsKECHUE.



TunuyHbIM HEBPOJIOTMYECKUM TPOSIBIICHHEM Oosie3HU Dpuapeiixa
SBIIICTCS HapyIICHHE TTyOOKOH (CyCTaBHO-MBIIICYHON H
BUOPAIMOHHOW) YyBCTBUTEIHHOCTH.

JIOBOJIBHO paHO y OOJBHBIX MPU HEBPOJIOTHYECKOM OCMOTPE MOKET
OBITH OOHApPY’KEH CUMNTOM baOWHCKOro, MbliiedHas runotonus. I1o
Mepe MPOTrpeCcCUpoOBaHMs 3a001€e-

BAHUS IIOCTENEHHO HAPACTAIOT MO3XKEUKOBAsA U
CCHCHUTHBHAs aTakcus, CI1a00CTh U aTpO(Hs MBIIII HOT.

B no3aHel ctaguu 00i€3HM nape3bl, aMuOTPpO(MHUN U PaCCTPOMCTBA
ITTyOOKOM YyBCTBUTEIBHOCTH PACIIPOCTPAHSIOTCS Ha PyKU. bolbHbBIE
IEPECTAIOT CAMOCTOSITEIIBHO XOAUTh U 00CITYKMBaTh ce0sl U3-3a
IIIyOOKOIro pacraja MOTOpPHBIX (DyHKIMK. B psje ciydaes
HaOJIFOIAETCA HUCTArM, CHUKEHHUE CITyXa, aTrpo(usl 3pUTEIbHBIX
HEPBOB; MPH JUIMTEIILHOM TEUCHUHU OOJIE3HW OTMEUACTCSI HAPYIIICHUE
(yHKLMHK Ta30BbIX Opra”HoB. [1o moBoay JeMEHIIMN MHEHHUS
IPOTUBOPECUYMBBI.

Ecnn y B3pOCIIBIX OHA OIKMCAaHA, TO Y AETEH YMCTBEHHAS OTCTAIOCTh U
JEMEHIIMS BCTPEYAIOTCS PEAKO.



OKCTPAHEBPAJIbHbBIE CUMIITOMDbI

Muokapn

OHJIOKPHUHHAS CUCTEMA

Opras 3peHus

KocTHas cucrema

['uneprpoduueckas KapJIMOMUOTIATHS; pasiuyHbIe
n3menenus Ha DK (nepopmarus 3yona P, uasepcus 3y6ia
T)

CaxapHbiii 1uabeT, THIOTOHAIU3M, HU3KOPOCIOCTh

Atpodusi 3pUTENIBHBIX HEPBOB, KaTapakTa, MUTMEHTHBIMI
PETUHHT

Kudockonnos, «ctona Opuapeiixa», nedopmaiys KUCTH.



KPUTEPUNU NUAT HO3A

OCHOBHBIMU KPUTEPHSIMH IHarHosa oone3nu Opuapeiixa sBIsiOTCs:
1. ayTOCOMHO-PEIIeCCUBHBIM THUIT HACJIETOBAHMUS;
2. 1e010T B IIOJPOCTKOBOM, PEKE B FOHOIIIECKOM BO3pAaCTE;

3. arakcus, apedIeKcusi, HapylIeHUE TITyOOKOW YyBCTBUTEIBLHOCTH, CI1A00CTh U
aTpo()UM MBIIII] HOT, MO3JTHEE PYK;

4. 9KCTpaHCBPAJIbHBIC CUMIITOMBI!

a)  CKeJeTHbIe neopMalih: CKOJIUO03, mojas crona («ctorma dpuapeiixa»),
nedopMariys majablieB HOT U PyK U JIp.;

0) SHJIOKPMHHBIEC PAaCCTPOMCTBA: CaXapHbIM AHMA0ET, THIIOTOHAAU3M,
WH(pAHTUIIN3M, TUCPYHKIUS SUYHUKOB;

B)  Kapauomuomnarus (rumeprpoduueckas, peske NUIaTalliOHHAsA): H3MCHEHUS
Ha OKI' 1 OxoKT;

r) KaTapakra,

5. arpous CIMHHOTO MO3Ta, BU3yalIn3upyromascsa Ha MP-tomo-
rpamMMax;

6. JIHK-nuarnoctuka. Jluarno3 noaTBEP:KIAETC ONPEICICHUEM pa3Mepa
moBTOpOB ['AA.



A — CuOchI ¢
CEMEHHOM aTakCUEH
Opunaperixa

b — Cxema
MOpaxxeHus ' mpu
6one3nu Onuapenxa,
CEMENHOMN
CIIACTUYECKOM
naparJieTuu npu
OOKOBOM
aMUOTPOPUIECKOM
CKJIEpO3€
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JIMATHO3.

| 3aboieBaHME pacCIO3HAETCA Ha
OCHOBAHMH XapaKTEPHbIX CUMIITOMOB
- nepopMaliMid CTOM MO THUITY CTOIbI
Ddpunpeiixa (BRICOKUN CBOJI,
IKCTEH3UsI OCHOBHBIX (pajlaHr
NaJIbIEB CTONBI U (DICKCHUS KOHIIEBBIX
(bajaHr), MO3BOHOYHMKA, IIOPAKCHUS
MHOKap/ia, SHAOKPUHHBIX
pacctporictB. Ha MPT BesiBnsgercs
aTpoust Mmo3xeuka. M3MeHsI0TCs
COMAaTOCECHCOPHBIC BBI3BAHHBIC
MOTEHIIUANBI TIPU CTUMYJISLIUN
00JIBIIIEOEPIIOBOTO U MAJIOOEPIIO

BOI'O HEPBOB. ‘




1 JuddepeHupoBarhb
3a00JI€BaHUE CICIYET OT
aTaKCHUM C U30JIMPOBAHHBIM
ne(UIUTOM BUTaMuHa E
(MyTaIus B XpOMOCOME
8Q), paccessHHOTO
CKJIepo3a, (PYHUKYISIPHOTO
MHUEI034,
MUTOXOHJIPHUATIBHOU
[IUTONATUHN, OOJIC3HU
Becrdansa-BunbcoHna-
KoHoBanoBa u apyrux
(OpM MO3KEUKOBBIX
JIETeHEepaluu




JIEHEHUNE.

1 IIpUMEHSIOT CUMIITOMAaTHYECKUE
CpeJICTBA: OOILICYKPEILISIOIINE
npenaparsl (BUTAMUHEI,
AMHUHOKHCJIOThI, HOOTPOIIHEIEC 492
U JIp.), JieueOHast PU3KyJIbTYypa,
Maccax. B He KOTOpBIX ciydasx
IIPOBOASATCS XUPYpTruuecKasi
KOppeKLus AehopMaliiy CTOIl,
BBEJICHHE 00 TYJIOTOKCHHA B
CIIAaCTUYHbIC MBIIIIBI. boJabHEIE
HYXJIAIOTCS B COLIMATIbHOM
aJarTaluu.




[TPOT'HOS.

Kapaunomuonarus
IIPUBOJUT K
3aCTOUHOU
CEpJICUHOM
HEJOCTAaTOYHOCTHU.
IIpOgOIKUTEIIBHOCTD
’KU3HU OOJILHBIX

PEIKO IIPEBEIIIACT
30 JeT.




HACJIEACTBEHHAA MO3XEUKOBAA
ATAKCHA ITbEPA MAPU

Mo3z:xeukoBas arakcus lIbepa
Mapu - HacIEICTBEHHOE
JEereHEepaTUBHOE 3a00JICBAaHUE C
IPEUMYIIECTBCHHBIM
MTOPAKECHUEM MO3KEUKA U €TI0
MPOBOJAIIMX ITyTeH. Tur
HACJIEAOBAHUSA ayTOCOMHO-
JTOMUHAHTHBINM. Bo3HUKaeT
3a0oneBaHue B Bo3pacte 20 neT u
crapme. Yacrora: 0,0 Ha 1 00
000 HaceneHus, My» YUHBI U
KECHIIMHBI 00JICIOT

C OJIMHAKOBOM 4YaCTOTOM




KIIMHNYECKAA KAPTUHA.

HalmromaroTcst aTakcust MPU BBIIOJHEHUH KOOPAHHATOPHBIX
npo0, HAPYILIEHUE ITOXOAKH, CKaHIUPOBaHHAS PCUb,
MHTSHIIMOHHOE JIPO’KaHUe, HUCTarM. MO3KCUKOBBIC
CUMIITOMBI COYETAIOTCS C YMEPECHHBIMH HJIN BBIPAKCHHBIMH
IIPU3HAKaMH ITHPaMHUIHON HEOCTATOYHOCTH (IIOBBIIICHUES
NTyOOKHX pedIIeKCOB, KIIOHYCHI CTOI), & HHOTIA CO
3pUTEIBHBIMHU U NIA30ABUTaTCIbHEIMUA HAPYIICHUSIMH
(CHIDKEHHE OCTPOTHI U CY>KECHHE II0JIEH 3pEeHHs, KOCOIIa3Hne,
TO3, HEAOCTATOYHOCTh KOHBEPICHIINH). XaPAKTCPHBIM
IIPU3HAKOM SIBIIICTCS BBIPAXKCHHOE B PA3IMYHON CTCIICHH
CHH)KCHUE MHTEIIICKTA



JIMATHO3 U MTUDODEPEHITUAIBLHBIN
JIMATHO3.

HaunOonbime TpyIHOCTH BO3HUKAIOT IpU JUDGEepEHIIMAIAN
HACJIEACTBEHHOM MO3Ke4KOBOM arakcuu IIbepa Mapu u
arakcuu Opuaperixa. Hy>XHO yUYUTBIBATh TUIT HACJIEIOBAHUSA
3a00JI€BaHUS , BO3PACT, B KOTOPOM Pa3BUBAIOTCS IEPBHIC
CUMIITOMBI, XapaKTep H3MCHEHHS NIYOOKHUX pedIIeKCoB (IIpu
arakcun Opuaperixa OHM CHIDKCHBI), HAJTMYUC 3PUTCIbHBIX U
[JIA30BUTATEIILHBIX PACCTPOUCTB NpHU arakcuu lIbepa Mapu,
aedopMaly CTOI U CKeneTa. PaccesHHbBIN CKIepo3 B
OTJIMYHE OT CEMENHOM arakcuu IIbepa Mapu xapakrepu3yercs
PEMUTTUPYIOIIUM TEYECHUEM, OOJIbIIIECH BHIPA)KEHHOCTBIO
HUKHETO CHACTUYECKOIo maparapesa, pacCTpOMCTBOM
(PyHKLIMI Ta30BBIX OPraHOB.



JIEHEHUE

IToCKOJIBKY STHOTPOITHAS Tepamnus IoKa He
pa3paboTaHa, IPUMEHSIETCS CUMITOMATHYCCKOE
nedyeHre. B 0CHOBHOM 3TO aHTHIEIPECCAHTHI
(aMUTPUNITUINH, (PIYOKCETHH, [IUTAJIONPAM,
TETPHUHOJI), CEJJaTUBHEIC cpeacTBa (BajlepraHa, IIUOH,
Maruus cyiabdar), HooTpoms! (raMmMa-aMHUHOMACISTHAS
KHCJIOTA, MUpaleTaM, 3KCTPAKThl THHI0-01j100a),
IIPEIaparhl, YMCHBIIAIOIMNE MBIIICUHBIH TOHYC
(MenukTHH, OakiodeH, KoHAeIbL(pUH). PekoMeH10BaHbI
BUTaMUHEI Ip. B, But. PP u BUT.

C; banpueorepanyisglIoCKOIBKY STHOTPOITHAS Tepanus
I0Ka He pa3paboTaHa, MPUMEHICTCSI CHMIITOMATHUECKOE
nedyenre. B 0CHOBHOM 3TO aHTHIEIPECCAHTHI
(aMUTPUNITUINH, (PIYOKCETHH, [IUTAJIONPAM,

\ /




3aKJII0OUeHue

3BeCTHO, YTO B MOCIIECIHUE JECATUIIECTHS MOSABUIIOCH OOJIBIIIOE
KOJIMYECTBO MYTareHHBIX (haKTOPOB: paguallus, XUMHICCKUE
MyTareHsl (JIEKapCTBEHHBIC TIPeTapaThl, MPOAYKTHl XUMHUECKOTO
IIPOU3BOJICTBA U T. J1I.), OMojornueckrue GakTopsl (BUPYCHI,
aHTHUTENIa, aHTUTEHBI U T. 11.). HeoOxoauma ctporas v TouHas
CHCTE€Ma OIICHKH MyTareHHOCTH (DaKTOPOB BHEIITHEH CpeJbl U
yaajJeHUue X U3 Cpelibl OOMTaHMS YeJIOBEKa, TaK)Ke AeTalIbHbIN
aHaJIN3 TeHETUYECKUX JAHHBIX U OMPEACICHUE BO3MOXKHOIO
reTePO3UTOTHOTO HOCUTEILCTBA, MIIH ONPEACICHUE HATMIHS
JOMHUHAHTHOIO T€Ha B JTOKJIMHUYECKOM cTaauu. Ilpu aTom
IPOBOAMMOE JI0OpauHOE MEIMKO-T€HETUYECKOE, KOHCYJIBTUPOBAHUE
MOXET MPEAYIPEAUTh OPAKOCOUETAaHNE ABYX OJIMHAKOBBIX
TeTEPO3UTOT, U, TAKUM 00pa3oM, IIPEJOTBPATUTL HACEICTBEHHYIO
MaTOJIOTHIO.
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CIHHACUBO 34 BHUMAHHUE !




