IonuHeliponaTuu MPeACTABISIIOT COO0H ATHOJIOTMYECKH T€TEPOTSHHYIO I'PYIITY 3a00JIeBaHUH,
KOTOPBIE XapaKTEePU3YIOTCs MOpakKeHUEM neprdepruuecKoil HepBHOH cucteMsl. B 3aBucumMoctu
OT MMaTOT€HETUYECKOr0 MEXaHU3Ma OHU MOTYT OBITh Pa3/ieNieHbl HA IEMUETHHU3UPYIOLINE U
AKCOHAJIbHBIE, B 3aBUCUMOCTH OT XapaKTepa KIMHUYECKUX MTPOSBICHUN — MOTOPHBIE,
CEHCOpHBIE, CMEIIaHHbIE, BET€TaTUBHbBIE, B 3ABUCUMOCTH OT XapaKTepa TEUEHUs — OCTPHIE,
[OJIOCTPBIE U XPOHUUECKHE. DTUOJOTUYECKUE IPUUHUHBI IOJIMHEUPONATUN KpailHE reTepOreHHbI
U BKIIIOYAIOT ayTOMMMYHHBIE 3a00JIeBaHUs, OHKOJIOTHYEeCKUE 3a001eBaHMsl, UH(EKINH,
TOKCHUYECKOE TIOPAKEHHE, METa0OIMYECKIE U YHIOKpUHOJIorHueckue 3a0oneBanus. CrexTp
HACJIEJICTBEHHBIX 3a00JI€BaHU, IPU KOTOPHIX HAOII01aeTCs MopakeHue nepudepuieckon
HEPBHOM CUCTEMBI, KpaiiHe mHpoK. [lonuHeiiponaTust MOXKeET ObITh KaK €IMHCTBEHHBIM
nposiBlieHUuEM 3aboseBanus (Harpumep, npu 6oie3nu Hlapko-Mapu-Tyta), Tak 1 4acTbIO
CUCTEMHBIX NPOSIBIICHUH (HAIpUMeED, IIPU CIIACTUUYECKUX Napalljierusix, MUTOXOHAPUAIbHbIX
3a00JICBaHUAX, HACIICJCTBEHHBIX aTaKCHSIX, AMHUJIOUIHON MTOJIMHEHPOIIATHH U JIp.).

boaesns llapko-Mapu-Tyra 1 ee reHokonuu

bonesnw Hlapko-Mapu-Tyma (HaciieCTBEHHasi MOTOPHO-CEHCOpHAs HelponaTusi) — 3T0
IeHETUYECKU TeTeporeHHast rpyIna MOHOT€HHbBIX HacleICTBEHHbIX Mepudepuyeckux
Heliponatuii. [Ipy nanHoM 3a00JIeBaHUM HAOIIOIAETCS IETCHEPaIis MUCITMHOBOM 000I0UKH
W/WIJIN aKCOHA JIBUT'ATENIbHBIX M YyBCTBUTEIBHBIX HEPBOB U CIIMHHOMO3TOBBIX KOPEIIKOB.
XapakTepHa TpuaJa OCHOBHBIX KIIMHHYECKHX CHMIITTOMOB: TIPOTPECCUPYIOIas ciabocThb ¢
aTpoduel AUCTAIbHBIX MBI KOHEYHOCTEH, UX edopManneil 1 U3MEHEHUEM TOXOJIKH;
paccTpoicTBa YyBCTBUTEIBLHOCTH B 00J1aCTH aTpO(UPOBAHHBIX MBIIIIL; TUIIO- HITH apeqIieKcust
MBILIL] BEPXHUX U HUKHUX KOHEYHOCTEH.

3aboseBaHne XapaKTepU3yeTCs] XPOHUUECKUM NMPOrpeccHpyomum TedenneM. CoriacHo
aNIeKTpoHeHpoMuorpaduaecknm mpusHakam, 6ose3np lapko-Mapu-TyTta nIpuHATO pa3aensiTh
Ha JIEMUEIMHU3UPYIOLINI, aKCOHAIBHBIN U IPOMEXYTOUHbIN TUIIbl. Ha cerogusaimnnii neHb
u3BecTHO Oosiee 70 T€HOB, MATOT€HHbIE BAPUAHTHI B KOTOPBIX MOTYT IPUBOJIUTH K Pa3BUTHIO
6one3nu [lapko-Mapu-Tyra.

Bonesuw /lexcepuna-Comma — 310 peikoe HACIEJCTBEHHOE HEBPOJIOTNYECKOE 3a00JIeBaHHE,
CBsI3aHHOE C abeppaHTHOU AeMuenuuu3anue. [lpeacrasiser co6oii reHOKONmuIo 00JIe3HN
[Mapko-Mapu-Tyra ¢ TsKxensiM TedeHreM. KimHudecku 3a0oieBaHne XapakTepu3yeTcs
3aJIePKKOM MOTOPHOTO PAa3BUTHS, MBIIIEYHOHN CI1a00CThIO, CKOJTMO30M, BEIPAXKEHHON MoTepen
YYBCTBUTEJILHOCTH KOHEYHOCTEH, MOTepeil KOOPAWHALIMY JABHKEHUH U 1eopMallusiMU CTOII.
MelmieyHas cnabocTh U MbllIeuHas aTpo¢ust MOSABISIOTCS 0OBIYHO B BO3pacTe 70 Tpex jeT. J{o
HOJPOCTKOBOT'O BO3pacTa MBIIIEYHAs CIa00CTh IPOrPECCUPYET MEIUIEHHO, a I10CIIe
CTPEMHTEIBHO YCYTyOIIsI€TCsl U MPUBOAUT K TSKENBIM JIBUTATENIbHBIM HapyLICHUSM.

Bpoosicoennaa cunomuenunusupyrowias neiiponamusa — 370 HaCIEACTBEHHOE HEBPOJIOTMUECKOE
3a00JieBaHNE, KOTOPOE SIBJISIETCS PE3yIbTaTOM BPOXKIEHHOTO HApYLIEHUSI MUEIIMHOOOPa30BaHMUSI.
KnuHaudeckn xapakTepu3yeTcsl MBIIIIEUHOW TUTIOTOHUEH MPHU POKICHUH, ape(IIeKCHEi,
c1a00CThIO TUCTABHBIX MBIIII] M OUY€Hb HU3KOH CKOPOCTHIO MIPOBEICHUS BO30YKICHUS 110
HepBy (dacto MeHee 10 m/c). [To KIMHUYECKOM CUMIITOMATHUKE BPOXKICHHAS
TUTIOMUETMHU3UPYIOIIAas HEHPOIaThsi BO MHOTOM TIEpeceKaeTcst ¢ CHHApoMoM JlexxeprHa-
Corra.

Bposwcoennaa kamapaxkma, nuyegoii oucmopghuszm u Heiponamus — 3T0 HACIEICTBEHHOE
HEBPOJIOTHYECKOE 3200JIeBaHHIEe, KOTOPOE XapaKTepU3YeTCs 3aAePIKKON IICHXOMOTOPHOTO
pa3BHUTHS, AaHOMAJMSIMU CKeJIeTa M TUIOroHaau3MoM. Heliponatust (peuMyIecTBEeHHO
MOTOpHAsI) IPOSIBIISIETCS] B IETCTBE U MIPOTPECCHPYET JI0 THKEIOW WHBATUIHOCTH K TPETHEMY
JECATHIICTUIO )KU3HU.



Cunopom Koyuoxa (X-cueruieHHsiii perieccuBHblii cuaapoM [llapko-Mapu-Tyra, Tum 4, ¢
MO3KEUKOBOH aTakcueil uiam 6e3 Hee) — ATO HACIIeICTBEHHOE HEBPOJIOTHIECKOE 3a00JIeBaHUE,
KOTOPOE XapaKTEepU3yeTCsl MPOrpecCUpyIolIei HEBPOIOTHUeCKON AUCHyHKINEH C
T'CTCPOTCHHLBIMU MPOABJIICHHUAMU, BKIIIOYAsA IMOTCPIO CJIyXa, 3aACPIKKY ABUTATCIIbBHOTIO PA3BUTHUA
WM TPYJHOCTHU IPU X060€ 13-3a nepudepruueckoil HeMponaTuu U/ MO3KeUKOBOM aTakCHH.
I[OHOJIHI/ITCJIBHLIQ MMPU3HAKU MOTYT BKJIFOUYaTh KOTHUTHBHBIC HAPYIICHU A, anO(I)I/IIO MO3KECYKa
IIPU BU3yaJN3alliy TOJIOBHOTO MO3Ta, MO3KEYKOBbIE CUMIITOMBI, TAKHE KaK AU3apTPHs,
[J1a30/iBUTaTEIbHBIE PACCTPONCTBA, TPEMOP, AUCMETPHS, CIACTUYHOCTh. Bo3pacT Hauana
3a00JIeBaHUs BapbUPYET OT MJIAZICHUECTBA /10 paHHEH 3PEJIOCTH.

HacnencrBennasi HeiiponaTusi ¢ NPeIPacnoI0KeHHOCTBIO K MapaJnyaM OT JaBJIEHHS — 3TO
HACJIEICTBEHHOE HEBPOJIOTHYecKoe 3a00IeBaHue, P KOTOPOM OT CHABJICHUS WU
HE3HAYUTEILHOW TPaBMbI MEPUPEPUIECKOT0 HEPBA BO3HUKACT CCHCOPHAs M MOTOPHAs
HeliponaTHs B coYeTaHuu ¢ 00seBbIM CUHAPOMOM. OCHOBHOM 0COOEHHOCTHIO TAHHOTO
3a00J1€BaHUs SIBJISIETCS] TOBPEXK/ICHNE HEPBHBIX BOJIOKOH BCJEACTBUE HECOPA3MEPHO MAJIOTro 1O
CUJIE BO3JICHCTBUS HEMPOIOJDKUTEIBHOTO CIaBICHUS B pe3yibTaTe OMOPHI Ha JIOKTH,
CKpEIIMBAaHM HOT, HOILIEHHUS PIOK3aKa, HE3HAYUTEIILHOU TPaBMbI JIM CTEPEOTHITHOM
busnueckoil Harpy3ku. 3aboneBanne ManudectTupyeT o0b1gHO B Bozpacte 20-30 jer.
Knuanueckue nposiBiieHrss MOTYT BapbUPOBATh OT HE3HAYUTENBHBIX 10 HHBATUIU3UPYIOIIUX.
CumnTomMaTiKa MOXET pErpeccupoBaTh ¢ TeUeHUEM BpeMeHH, B 50% cilydaeB BO3ZHUKAET
[I0JIHOE€ BOCCTAHOBJICHHUE 32 MEPUOJ OT HECKOJIbKUX JTHEH /10 MECALIEB.

HacaencrBeHHbIE CCHCOPHBLIC U ABTOHOMHBIC HeﬁPOHaTHH

Hacneocmeennvle ceHcopHble Hellponamuu — 3TO TPYIIa MOHOT€HHBIX 3a00J1eBaHuUi
nepugepuyeckoil HEpBHON CHUCTEMbI, OCHOBHBIM [TATOI€HETUUECKUM 3BEHOM KOTOPBIX SIBIISETCS
Iporpeccupyounias JereHepanus IpeuMyIeCTBEHHO YyBCTBUTEIbHBIX HEPBHBIX BOJIOKOH, B
HEPBYIO OYEpe/lb CTPAIAIOT CTOIBI M KUCTH. XapaKTepU3YyIOTCs MOTepeil UyBCTBUTEIIBHOCTH,
HEYYBCTBUTEIBHOCTBIO K 00JIU, pa3JIMYHOM CTETIEHbIO MBIIIEYHOU c1aboCcTH U aTpoduu.
YacTeIMH OCII0KHEHUSMH ABIIIOTCS A3BbI CTON. MOryT IPUCYTCTBOBAaTh BET€TaTUBHBIE
nposiBNIeHUs (0OBIYHO — HapYyLIEHUE MOTOOTAETICHUS).

Hacneocmeennvle cencopno-eecemamugnule Helponamuu — 310 GEHOTUITUYECKH U
TeHEeTUYECKU TeTeporeHHast rpymnmna 3a00oaeBaHuil, OCHOBHBIM MaTOr€HETUYECKUM 3BEHOM
KOTOPBIX SBJISAETCS IPOTrPECCUPYIOLIAs IEreHEPALs UYyBCTBUTEIBHBIX U BET€TaTUBHBIX HEPBHBIX
BOJIOKOH. MoryT MaHudecTupoBarh B JE€TCKOM MUJIM BO B3pOCIIOM Bo3pacte. [lepBbie nposiBieHUs
0OBIYHO BKJIIOYAIOT OHEMEHHE AUCTANBHBIX OTAEJIOB KOHEUHOCTEH 10 TUITY «I1€pUaTOK U
HOCKOBY, 32 KOTOPBIM CJIEJIyET IPOrpeccupyrolee HapylieHue 601eBoi, TeMrnepaTypHOi 1
TaKTUJIbHOW YyBCTBUTEIBHOCTU. OTCYTCTBHE 00JIEBOM UyBCTBUTEIBHOCTH MPUBOIUT K
MIOBTOPHBIM HEIIPOU3BOJIBHBIM TPaBMaM, KOTOPBIE MOI'YT IPUBOJAUTL K XPOHUYECKOMY
U3BSA3BICHNIO KOHEYHOCTEH, OCTEOMUEINUTY U TpeboBaTh ammnyTanuu. [lanneHT MoxeT He
oLIyIIaTh 60K AaXke MpH nepeaoMe. MoryT ObITh CIOHTAHHBIE ITEPETIOMBI U HeWporaTHyecKast
apTpomnarus. BereratuBHble NposiBI€HUs BapuabeIbHbl U MOTYT BKJIIOYATh THIIEPIHIPO3,
aHTUAPO3, racTpolr3odareabHbIi pedIIoKC, HapylIeHHe MOTOPUKHY MHILEBOA U KUIIIEYHHKA,
HelepKaHUe MOYH, JIAOMIBHOCTh CEPAEUHO-COCYIUCTON CUCTEMBI.

Cunopom Paiinu-/lesa — 310 HelipoiereHepaTUBHOE 3a00JIeBaHNe, MaHU(PECTUPYIOIIEe BCKOPE
MMOCJIC POKIACHUSA. CaMbIM PaHHUM IIPU3HAKOM BEreTaTUBHOM )II/IC(i)YHKHI/II/I OOBIYHO SIBISIOTCS
TPYAHOCTHU ¢ KopmiieHHeM. OpalibHasi TUCKOOPIMHALMS IPUBOIUT K IJIOXOMY COCAHUIO U
HETPaBIIIBHOMY HAITPaBIICHHUIO MUIIEBOTO KOMKA, a racTpod30QareaibHbIi peIFOKC BBI3HIBACT
pPeLUIBUPYIOLINE aCHIUPAIMOHHbIE THEBMOHUU. HapyIleHns 4yBCTBUTEIbHOCTH HE CTOJb
BBIPAKEHBI, KaK MPU JIPYTUX THIAaX CEHCOPHO-BET€TaTUBHBIX HEMPOIIATHI, CAMOIIOBPEKICHNE
BCTpevaeTcs peko. KitoueBbIMU KIIMHUYECKUMU MPU3HAKAMU SIBIISIIOTCS BBIPAKEHHAs
CEPACUHO-COCYyaArCTass AN3aBTOHOMHUA U PCHIUANBUPYIOIMINUE TU3aBTOHOMHBIC KPU3EIL. HOCJ’IG}IHI/IG



MPOSIBIISTFOTCS KETYIOYHO-KUIIICYHBIMA CUMIITOMAaMH (TOIIIHOTA, PBOTA), & TAK)KE CEPACUHO-
COCYAMCTBIMH HAPYLIEHUSAMU (TUIIEPTOHUS, TAXUKAPIUs) U MOT'YT BKJIIOYaTh TMIIEPTUAPO3,
MOKPACHEHUE KOYKU M TIOBBIIICHHYIO CEKPEIUIO IBIXaTSIbHBIX MTyTEH U JKEITYI09YHO-KHIICUHOTO
TpakTta. Poct 3amennen, u k 10 rogam y 85% nanueHToB pa3BUBAETCS CKOJIHO3.

Bpoostcoennaa neuyecmeumenvnocms K 601u ¢ anzuopo3zom (HaciaeICTBEHHAs CEHCOPHO-
BereTaTHBHAs HEHpomaTus, TUN 4) — 3TO HACIIEACTBEHHOE HEBPOJIOTHIECKOE 3a00JIeBaHNE,
KOTOPOE XapaKTepU3yeTCst aHTUAPO30M (TIOJTHBIM OTCYTCTBHEM WJIHM BBIPaKCHHBIM CHUKEHUEM
MOTOOT/IEJIEHUS]) TYJIOBHILA U BepXHUX KoHeuHocTel B 100% ciydaeB, Toraa kak Apyrue
00J1acTH TeJIa MOPaXKAIOTCS B PA3IMYHOMN CTETIeHU. AHTHIPO3 SIBJISETCS IPHYNHOM
AMHU30JMUECKON JTUXOPAIKUA U OOBIYHO SIBIISICTCSI CAMBIM paHHUM MTPU3HAKOM 3a00JIeBaHMUS.
MoskeT BBI3BIBATh pelUANBUpYIOINEe (peOpHIIbHBIE CYIOPOTH IIPH BHICOKOW TeMIeparype
OKpyxaromien cpebl. M3-3a aHrHIpo3a MPOUCXOAUT YTOJIIEHUE U OTPYOEHIE KOXKHY,

JTUXEeHU (UKW JTaJ0HeH, AMCTpodus HOTTEH U MOSIBIICHNE YYaCTKOB THIIOTPUX03a Ha
BOJIOCUCTOMN YacTH rojoBbl. [loMumo aHTHIpO3a, Apyrue BereTaTuBHbBIC HAPYIICHHUS BHIPAKECHBI
c11abo MM OTCYTCTBYIOT. XapaKTepHO CHUKEHUE OOJIEBOW M TEMIIepaTypHOU
YyBCTBUTEIHLHOCTH, N3-32 YE€r0 BO3MOYKHBI CAMOIIOBPEXICHUE, CAMOAMITYTall U 00pa30BaHHE
pyOLO0B Ha poroBuue. [lepernombl 3aKHBaIOT MEVICHHO, & KPYITHBIC HECYIIIUE BEC CYCTaBbI
0COOEHHO TOJIBEPKEHBI IIOBTOPHBIM TPaBMaM, TUIIMYHO pa3BuTHe cyctaBoB Lllapko u
OCTEOMHEIINTA.

JucTajibHbIe HACJIEACTBEHHbIE MOTOPHbIE HEHPONIATHH — 3TO T€HETUYECKH IeTepOreHHas
rpyInna HacjaeICTBEHHbIX HEPBHO-MBIILIEYHBIX 3a00JI€BAHNMN, BbI3BAHHBIX J€T€HEPATUBHBIMU
W3MEHEHUSIMU HEMPOHOB NIEPEIHUX POTOB CIIMHHOIO MO3I'a U XapaKTEPU3YIOIIHUXCS
HapyIIeHHEM MHHEPBAIIMK MBI KOHEYHOCTEH ¢ pa3BUTHEM aTpoduu 0e3 maToIoTuu
YyBCTBHUTEJIbHBIX BOJIOKOH (MOTYT ObITh HE3HAUUTENIbHbIE HAPYILIEHUS YyBCTBUTEIBHOCTH).
CumnromMamu 3TUX COCTOSIHUM SIBIISIOTCS MEAJIEHHO MPOrPECCUPYIOLIAst CJ1ab0CTh MBIIII] HOT,
PYK U IJICYEBOTO I05ICa, a TAKXKE YMEHbLICHUE MBIIIEYHON MacChl B yKa3aHHbIX obnacTsax. [lpu
Pa3IUYHBIX TUNIAX 3a00JIEBaHUS MOKET OBITh MPEUMYILIECTBEHHOE MTOPAXKEHNE BEPXHUX WU
HIDKHUX KOHeYHOCTel. 3a0oseBaHne MOXKET IPOrpeccupoBaTh 10 aTpOpHU U MOJHOTO Mapaanya
JUCTABbHBIX MBI, Cpeu TONOJHUTENbHBIX TPU3HAKOB ObUIN ONMMCAaHbI CKOJINO3, [10J1as CTOMA,
nape3 ToJIOCOBBIX CBSI30K, «KPBUIOBHJIHBIE JIOMATKWY, YMCTBEHHAs OTCTAIOCTb, Ae(PEKThI
COEIMHUTENIbHON TKaHH, CIACTUYHOCTh U runeppeduiekcus. Bo3pact manudecranum Bappupyet
IPU Pa3HbIX TUIAX 3a00JI€BaHUS.

bone3nv Menkeca — 31o HacnecTBEHHOE 3a00sieBaHUE ¢ Ae(DULIUTOM MeJIU B OpraHu3Me,
MPUBOISAIINM K HApPYIIEHUIO CTPYKTYPHI M PYHKITUN KOCTEH, KOKH, BOJIOC, KDOBEHOCHBIX
COCYJIOB U HEPBHOM CHUCTEMBI, 3aJIep>KKON pOCTa, HEBPOJIOTMUECKUMH HAPYIIEHUSIMH.
Kiaccuueckast popma 60s1e3HU OOBIYHO MIPOSIBISETCS B MIIAJICHYECTBE, B PEJIKUX CIydasx — B
panHeM nierctBe. CaMbIMU MIEPBBIMU CUMIITOMaMHU SIBJISIFOTCSL CHHYKEHHME TEMITEpaTyphl Tena
(runotepmusi), MOBBILLIEHUE YPOBHS OMIIMPYOMHA, Y HEKOTOPBIX JI€Teil Ha paHHUX CTaJUAX
BCTpevaeTcsi 00pa3oBaHUE Y3€JIKOB Ha BOJIOCAX U BepeTeHOOOpas3HbIe BOIOCH. B Bo3pacrte 2-3
MECSIIIEB CTAHOBSITCS 3aMETHBI 3aJIepyKKa POCTa U PA3BUTHS, TIPOTPECCUPYIOIINE
HEBPOJIOTHYECKHE PACCTPONCTBA C MOTEpel paHee MPHUOOPETEHHBIX HABBIKOB, MOSBISIOTCS
pa3IUYHBIE TUTIBI JITHJICTITHYECKUX MPHUCTYIIOB ((poKanbHbIE, TeHEepaTn30BaHHBIE,
MuokJoHnYeckue). [lo3anee popmupyercs cactuueckuii retpanapes. Co BpeMeHeM y
MAIMEHTOB CTAHOBSTCS 3aMETHBI XapaKTepHBIE sl 00JIe3HN OECIIBETHBIC KyIPSIBBIE )KECTKHE
BOJIOCHI. ITOSIBIISIFOTCS OCJIOKHEHUS CO CTOPOHBI COCYIUCTON CHCTEMBI B BUI€ CYO1ypabHbIX
KPOBOUBJIMSHUHN, pa3pbIBOB apTepuil U TpoMOoTHUecKoi 60e3Hu. Yacto HaOIr0qar0TCs
NaTOJIOTUYECKHE NIEPeIoMBbI pedep, TUIePPaACTHKUMOCTD KOXKH, MU dy3HAsS THIIONUTMEHTAIUS
KOoXd. YacTo ymMHparoT, He ToCTUTas 3-JIETHEro BO3pacTa.



Muacmenuyeckuii cunopom, mun 7 (npecunanmuueckuii) noapasaensercs Ha Tumbsl 7A u 7B.
Tun 7A ¢ nuctanpHOW MOTOPHON HeWponaTHel XapakTepu3yeTcs qeopMalusMu CTOIl,
3aJIepKKON ABUraTeIbHOI0 Pa3BUTHUS U MEAJICHHO NIPOrPECCUPYIOLIEH C1ab0CThIO AUCTAIBHBIX
Ml Tun 7B xapakrepusyercs TsSHKeIol TeHepatn30BaHHON MBIIIEYHOH c1ab0CThIo,
IIPOSIBIIIOILENCS C POIKICHMS; CHYJKEHUE IBUTATEIIBHON aKTUBHOCTH IUIOAA MOXKET
HaOJI01aThCS BHYTPUYTPOOHO. Y MIlafieHIIeB HAOII01aeTCsl TeHepaTN30BaHHAsI TUITOTOHHS C
HapylICHUEM KpHKa U KOPMIIEHUS, 3allPOKH/IbIBAHUEM T'OJIOBBI U CJIA00CTHIO JIMIEBBIX MBIIII] C
NTO30M; MOXXET HaOII01aThCsl AbIXaTeIbHasl HEIOCTaTOYHOCTb.

HeiliponnaTtuu, cBI3aHHbIE CO CNIACTHYECKOH MapanJieruei

Hacneocmeennasa cnacmuueckasn napaniezus (6onaesns LlImpromnens) — >to rpynna
HelpoJiereHepaTUBHBIX 3a00JI€BaHUI C MPEUMYILIECTBEHHBIM MOPaKEHUEM
KOPTUKOCIIMHAIBHOIO TPAKTA, KOTOPBIE MPOSBIISAIOTCS BHIPAXKEHHON CIACTUYHOCTHIO U
CHI)KEHHMEM CHJIbI B MBILIIAX HUKHUX KOHEUHOCTEN. B 3aBucuMocTH oT Bo3pacra
MaHU(ECTAINH BBIJCIAIOT HACIEICTBEHHBIE CIIACTUYECKHE Maparieruu [ tumna — ¢ paHHUM
Havasom, 10 35 ner, u I Tuma (knaccuaeckyro popmy) — ¢ nedrorom mocite 35 ser. 1o
KIIMHUYECKHUM TMPOSIBICHUSAM BBIICTISIOT HEOCTOKHEHHBIE (DOPMBI C UCKITIOUNTENbHBIM
NOpakeHUEeM MTUPAMUIHON CUCTEMBI U OCTIOKHEHHBIE ()OPMBI — C IOTIOTHUTEIbHBIMA
HEBPOJIOTUYECKUMHU U SKCTPAHEBPATbHBIMU POSBICHUSAMU. AOeppaliuu B OJJHOM U TOM ke TeHe
MOTYT MPUBOJIUTH K PA3BUTHIO KaK HEOCIOKHEHHOM, TaK ¥ OCIIOKHEHHOH (Gopmbl Oone3nu. B
KIIMHUYECKON KapTHHE JOMUHUPYIOT MOTOPHBIC HAPYILICHUS B BUJIE MEIJICHHO
IIPOrPECCUPYIOLIET0 HUKHETO CIACTUUECKOI0 IIaparapes3a ¢ XapaKTepHbIM HapyLIEHUEM
MOXOJKH. Y MaIlMeHTOB MOTYT Pa3BUBATHCA HEAepKaHUe MOUH U Kaja. [Ipu ociaokKHEHHBIX
dbopmax 3ab01eBaHUs HAOTIOJACTCS LENBINA PSJ] TOMOJIHUTEIBHBIX CHMITOMOB: MO3KEUKOBYIO
ATaKCHUIO, KOTHUTHUBHBIE HAPYIICHHS, aKCOHATBHYIO UITH JIEMUCTHHU3UPYIOIIYIO
MOJIMHEHPONATHIO C BET€TaTUBHBIMU U CEHCOPHO-MOTOPHBIMU HapyLIEHUSMHU, MUOIIATUIO C
NITO30M U Hapy>KHOH o(pTarapbMoIierue, SKCTpanipamMuiHble HapyeHus (xopes,
MapKUHCOHU3M, JUCTOHUS), ICUX03bl. DKCTPaHEBPaIbHbIE CUMITOMBI BKIIOYAIOT MOPAKEHUS
a3 (aTpodus 3pUTENbHBIX HEPBOB, HEHPOIATHS 3PUTEIHHBIX HEPBOB, MUTMEHTHBIA PETUHUT,
KaTapakTa, MaKyJIsipHas JereHepalus), HopakeHne ONOpPHO-ABUTaTEIbHOIO anmnapara (CKoJIuo3,
BBIBUX Ta300€IpEHHOT0 CyCTaBa, Ae(opMaIliu CTOTbI), aHOMAIIUU PA3BUTHUS (MaKpO- UITU
MUKpoledanus, HI3KOpOoCcJI0oCTh, fucMopdu3m nuna). Ha ceronusamnuii 1eHp u3BecTHo Oosee
90 reneTnyeckux GopM HaCIEACTBEHHOHN CIIAaCTHUECKOW Maparuieruy.

Cunopom Tpoiiepa — 310 HaClEeICTBEHHAs CIACTUYECKas Maparuierusi C CAMOTOMAMH 3aJ€PKKU
MOTOPHOI'O U PEYEBOT0 Pa3BUTHS, a TAKKE HApPaCTAIOIIEro CIaCTUYECKOr o Naparnape3a HUKHUX
KOHEYHOCTel. MaHudecTupyeT B paHHEM JIETCTBE C TU3APTPUU, AUCTATHHON MBIIICYHOMN
atpoduu u TpynHocTel B 00yueHnn xoap0e. CrmacTUHYHOCTh U KOHTPAKTYPhl HUKHUX
KOHEYHOCTEH 0OBIYHO AENal0T X060y HEBO3MOXHOM K TPETheMY WIIM YETBEPTOMY JAECCATUIIETHIO
JKU3HHU.

Cunopom MASA — 310 X-cueruieHHas HacJleICTBEHHas cracTuyeckas naparserus. OCHOBHbIE
KJIMHUYECKHE MPOSBICHUS 3a00JI€BaHuUs. YMCTBEHHAsl OTCTANIOCTh, aasus, MmapKaromas
MOXOJIKa, TPUBECHNE OOJBIITUX MABIEB. Y MYKYHH, CTPAJAIONTNX TUM 3a00IeBaHUEM,
HaOJIr01aeTCs 3a/1ep’KKa pe4eBOro pa3BUTHS.

CemeiiHasi aMUJI0MAHAS MIOJIMHeliponaTus

HacaencrBeHHBbIH ceMeHBbIM AaMUJIOM/103 — 3TO IPYIINA KIMHUYECKH U TEHETUYECKU
reTepOreHHBIX 3a00JIeBaHUI, CBA3aHHBIX C BHEKJIETOYHBIM OTJIOKEHUEM (prOpHLIT —
HEPACTBOPHUMBIX OEJIKOB, BBI3bIBAIOIINX TKAHEBbIE CTPYKTYPHbIE HAPYILIEHUS U OPTaHHYIO

JTUCHYHKITHUIO.



Hacneocmeennulit cemeninvlit amuioudos, mun 1 (TpaHCTUPETUHOBBIA aMUJIOHU]I03)
MPOSIBIIAETCS MOJIUHEUPOIIATUEN, CHHAPOMOM 3aISICTHOTO KaHajla, aBTOHOMHOM HEHpONaTUEN,
KapAHMOMUONATHEN U JKETyJOYHO-KUIIEYHbIMU cuMIToOMaMu. deHotun 3abosneBanust
OTIPECIIAETCS. TUTIOM TeHeTUYECKOro n3MeHeHusI. ONMrUcaHO HECKOJIBKO KIIMHUYECKUX (hOpM
3a0oneBanus: 1) cemeiiHas aMuoniHas MoJMHEHponaTus; 2) aMUION103 Ceplla ¢ pa3BUTUEM
PECTPUKTUBHON KapAMOMHOIIATHHU 0€3 MOJMHEHPOIIaTUH; 3) JISITOMCHHHTCAIIbHBIN aMHUJIOHU]103;
4) cTapyecKuii CeMEHHBIN aMHIJIOUI03.

Hacneocmeennulii cemeiinwlit amunoudos, mun 2 sBiseTcs Haubosee yacToi Gopmoit
HACJIEeCTBEHHOTO aMIJION103a MOYeK (aMuiIouaHast HepomaTus). Yaie Bcero Manudectupyer
B BUJIC apTEPUATBbHOIN TUIIEPTEH3UU U IPOTEUHYPUH. Peke BCTpeuaroTcst aMUIION103 TICYCHH,
cep/la, BereTaTuBHas Helponarus, nepudepuyueckas NOIMHEHpOIaTus.

HacneocmeeHnnwlit cemeiinulii amMunoudo3, mun 3 XapakTepu3yercs MHUPOKUM CIEKTPOM
KIIMHUYECKUX MPOSBICHHUH, BKIIIOYAst aMIIOUIHYIO MTOJIMHEHPOTIaTHIO, HepomnaTuro,
KapJMOMHUONATHIO U aMUJION 103 NteueHu. Kak npaBuiio, nojJiMHeponaTHs sSBIsSETCS
JOMUHUPYIOIIUM MPOSIBIICHUEM Ha PaHHUX CTAaIUsIX, He(hpomaTus — Ha MO3IHUX.

Hacneocmeennuwtii cemeitnvlii amuioudos, mun 4 («QUHCKHIA THIT») XapaKTepU3yeTCs
COYETaHUEM TaKUX MPU3HAKOB KaK peleTyaTas JUCTpodusl pOoroBHIbl, KpaHUAIbHAS
HelponaTusi, OynbpOapHbIe CUMIITOMBI M M3MEHEHHS KOXKH (371aCTONM3HUC, cutis laxa, npsidnas
KOXa). Y HEKOTOPBIX MAIMEHTOB MOT'YT Pa3BUThCA Nepudepuyeckast HelponaTus 1 noueqHas
HEJI0CTaTOYHOCTb.

Hacneocmeennwlii cemeninwlii amuioudos, mun 5 — 310 PEAKUN BUJ aMUTIOU103a C TSHKEIIbIM
MOPAXKEHUEM BHYTPEHHUX OPraHOB, OCOOCHHO MOYEK U TICYCHH.

Hacneocmeennwiit cemeiinwlii amunouoo3, mun 6 XxapaKTepusyercsi HopakKeHUEM XKeNy104HO-
KUILEYHOTO TPaKTa (XpOHUUYECKas Auapes) U cepala (KapAuoMHUOINaTusl, HApyIIEHUsI PUTMA).
Taxxe MoryT HaOII0JaThCsl HEBPOJIOTUYECKUE HApyILIEHUs (aBTOHOMHas HeWpomnarus,
CEHCOpHas UJIM CEHCOMOTOpHAs nepudeprueckas MoJInHeHponaTus), CHHAPOM CyXOro Tia3a u
CUH/IPOM 3aIlsICTHOTO KaHaJja.

HeﬁPOHaTHI/I, CBSABAHHBIC C MUTOXOHAPHUAJTBbHBIMHA 3200/1€eBaHUSIMHA

MuTtoxoHapHaIbHbIE 3200/1eBaHUSA NIPE/ICTABIIAIOT COOON OOIIMPHYIO IPyNITy 3a00JIeBaHuUl,
XapaKTEepU3YIOIINXCS BOBICUEHUEM B IMaTOJIOIMUECKUN MTPOLIECC pa3HbIX OPraHOB U TKaHEH, B
TOM 4HcJe nepudepruueckoil HepBHOU cucteMsbl. JlaHHas rpymna 3a001eBaHui BKIIOYAET
neUIUT MUTOXOHIpHUAILHOTO KoMmIuiekca [V; cunapom ucromenus mutoxouapuansuon JTHK;
cunapom bepa; cunapom Xapena-lOnHa; HeOCTaTOUHOCTH MUTOXOHAPHUATIBHOTO
TPUPYHKIIMOHATBHOTO O€JIKa; HaclIeICTBEHHYI0 MOTOPHO-CEHCOPHYIO HeliponaTuto, Tun VIB;
HapyleHne ouoreHnesa nepokcrucom, Tui 9B; curnpom Ileppo 1 Tumna; HapymeHue Metadonn3mMa
tuamMuHa. KiimHudeckue nposBieHus 3a00JeBaHUN TeTepOreHHbI M BKIIIOYAIOT HEHpOMmaTuio B
KayeCTBE OHOT'O U3 CUMIITOMOB.

HeﬁPOHaTHI/I, CBA3AHHBbIC C HACJICACTBCHHBIMHU aTAKCUAMHU

HacaeacTBeHHbIE ATAKCHHM — 3TO KIIMHUYECKU M TEHETUUECKU T'€TepOreHHast rpymnmna
HEBPOJIOTHYECKUX 3a00JIEBAHUI C MPOTPECCUPYIOIINM TE€USHUEM, OCHOBHOW KIMHUYECKOM
XapaKTEPUCTUKON KOTOPBIX SBIISETCS pACCTPOMCTBO KOOPAUHALIMY IBUKEHHI: IPOUCXOIUT
YacTUYHAs WX MOJIHASL yTpaTa BO3MOXHOCTHU MOIAEPKUBATh HOPMAIbHYIO NT03Y U COBEpIIATh
TU1aBHbIE ABMKeHMs. KimHnyeckrne (eHOTUIBI HACIeICTBEHHBIX aTaKCUN BapbUPYIOT OT
«YUCTOW» (MU30JIMPOBAHHON) MO3KEUKOBOM TUCHYHKIUU 10 TSHKEIBIX MYJIbTHCUCTEMHBIX
CHUHIPOMOB C BOBJIEUEHUEM HE TOJIBKO MO3K€EUKa, HO U SKCTpaMpaMUAHbIX CTPYKTYp, CTBOJIA U
KOPBI TOJIOBHOTO MO3Ta.



Cnunouepebdennapuvie amaxcuu XapaKTepU3yrOTCs MPOTPECCUPYIONIEH MO3KEUKOBOM
TUC(YHKITMEH, TPOSIBIIAIONICHCS B BUIE€ aTAKCUHU, TU3aPTPHUH, TTIa30/IBUTATEIIbHBIX HAPYIICHUH,
a TaKkKe pa3IMyHOi KOMOMHAIMEH MUPAMUIHBIX U SKCTPAIIUPAMHUIHBIX CUMIITOMOB,
OynbOapHBIX, CIMHABHBIX U IEpUPEPUIECKUX HEBPOJIOTHYECKUX HAPYLICHHA.

Amaxkcua-meneanzurkmazus (cuaapom Jlyu-bap) xapakrepusyercs aTakcueil BcleACTBHE
MO3KEUKOBOH JIeTeHEepAIlH, TEJICAHTUIKTA3USIMU Ha OyIb0apHON KOHBIOHKTUBE U Ha KOXKE,
TSKEJIBIM UMMYHOIe(DULIUTOM U MPEAPACTION0KEHHOCTHIO K OHKOJIOTMYECKUM 3a00JIeBaHUSIM
(;TuM(OMBI, JIGHKO3BI, COHUIHBIC OITYyXOJIH).

X-cuennennasn aopenonenKooucmpogus — 3To JeMUCIMHUZNPYIOIIAs JISHKOAUCTPOPHS,
KOTOpasi XapaKTepPH3yeTCsi CHMITOMAMH MTOPaKEHHS IIEHTPAIbHON U epuQepruecKoil HepBHOU
CHUCTEMbI, HAAITIOYCUYHHUKOB. Cyme(:TByeT HECKOJIBKO (beHOTI/IHOB, BKJIIO4Yasa ACTCKYIO
nepeOpanbHyto GopMy, aAPCHOMUEIOHEHPOIIATHIO U HAATIOYSYHHKOBYIO HEJIOCTATOYHOCTh 0€3
HCBPOJIOTHUYCCKUX HpOSIBJICHPIfI.

Jlenikosnyeganonamus ¢ npeumyuiecmeeHHbIM NOPAHCEHUEM CHIEO0NA 207106HO20 MO32a U
CRUHHO20 M032a U NOGLIUEHHBIM YPOGHem nakmama npu MP-cnekmpockonuu
XapaKTEepU3yeTCs PA3BUTHEM HM)KHETO CIACTUYECKOTr0 Iaparnapesa, IMPaMUAIHBIMU U
MO3K€UKOBBIMM HapyILIEHUSIMHU B COYETAaHUU C IPU3HAKAMU MOPAKEHUS 33 JHUX CTOJIOOB
CIIMHHOT'O MO3Tra U B HEKOTOPBIX CIIy4asX — C aKCOHAIIbHOW HEUponaTUen.

Amakcusa ¢ oepuyumom sumamuna E xapakrepusyercs atakcuei, apediaexcueit u
BbIpaXEHHOU noTepeil nponpuonenuuu. OTMeyaeTcs MOBbIIEHNE KOHIIEHTPAuu
CBIBOPOTOYHOTO XOJIECTEPUHA, TPUTIIULIEPUIOB U OeTa-IUMONPOTEeHHA, 0OHAPYKUBAIOTCS
KCaHTENa3Mbl U KCAHTOMbI aXUJUJIOBA CYXOKUIIHSL.

Amakcus ¢ 0Ky10MOmMOPHOU anpaxkcueil u 2UnoanbOymMuHemuell XapaKTepu3yercs
MO3KE€UKOBOI aTtakcueil ¢ nepudepnyeckoil akcCoHaJIbHON HelporaTHel, OKyJIOMOTOPHOM
anpaxkcuen U runoanbOyMUHEMHEH.

Cnacmuueckaa amaxcusa Illapnesya-Cazens xapakrepu3yercs MO3KeUKOBON aTakcueil,
NUPaMUIHBIMUA CUMIITOMaMH U nepudeprueckoit HeliponaTreid. MoryT oTMe4aThesi MbIIIEUHbIE
cra3Mbl, HeliporaTuyeckue 00Ju, AU3apTpHsl, TUCarusi, HUCTarM.

CunapomaiibHble HeliponaTun

CunapoMaJibHbIe HelponaTHH — 3TO MOPaXeHUs epupepuIecKrX HEPBOB, BXOISIIHUE B
CTPYKTYpY F'€HETHUECKH 00YCIIOBICHHBIX HACIEICTBEHHBIX CUHAPOMOB. KilnHnyeckue
IIPOSIBJIEHUS HACJIEACTBEHHBIX CHHPOMOB I€TEPOT€HHBI M BKJIFOYAIOT HEHPONIATHIO B KAYECTBE
OHOT'0 U3 CUMIITOMOB.

Tuzanmckan akconanvnasn Heﬁponamu}l — OTO XpOHHUYCCKasA HOHHHGﬁpOH&TI/Iﬂ JCTCKOI'O
BO3pacTa ¢ MOpaXxCHUCM HepH(bCpI/IquKOﬁ n L[eHTpaHBHDfI HepBHOﬁ CHUCTCMBEI. XapaKTepHBI
CUJIBHO BBIOIIHUECA KYpUYaBbIC Oeble BOJIOCBI, MOXKET pa3BUBATLCA KapANMOMHOIIATHA.

Cunopom bpayna-Buanemmo-Ban Jlape xapakTepu3yeTcsi CCHCOHEBPAIbHOW TYTOYXOCThIO U
napanuyamu yepensbix HepBoB — VII u IX-XII (pexe 111, V u VI). Moryt nopaxarbcs
CIIMHHOMO3TOBbIE IBUTATEJIbHBIE HEPBBI U BEPXHUE JBUTATEIbHbIE HEHPOHBI, UTO CO3/IAET
KapTHUHY, HAIIOMHHAIOTYI0 OOKOBOM aMHOTPO(MUUECKUH CKIIEPO3.

Hacneocmeennas nespanzuueckan amuompogua XxapakTepusyeTcsi OCTpbIMU
PEeLUAUBUPYIOIIUMHU STU30/1aMU HEBPOIIATUH TJIEYEBOrO CIUIETEHHUS C MBIIIEYHOHN ClIab0CThIO U
aTpodueit, KOTOPBIM IMPEAIIECTBYET CHUIIbHAsE O0JIb B TOPaKEHHOU pyKe. XapakTepHO



pelUIUBUPYIOIEe TeUCHUE 3a00JIEBaHMS C TOCTETICHHBIM HAKOIIJICHHEM HEBPOJIOTHYECKOTO
neduuTa.

LlepeopomenounanvHulii KCAHMOMAMO3 XaPAKTEPU3YETCsI TETEPOrCHHBIMUA HEBPOJIIOTUISCKUMU
Y 3KCTPaHEBPAIbHBIMU CUMIITOMAaMH U IIPOrpecCUpyroluM TeueHueM. B mianenuectse B 50-
90% ciy4yaeB HaOIIOAAIOTCS YIOPHAs IUapesl U 3a/iep:kKKa IICUXOMOTOPHOTro pa3Butus. B
MOJAPOCTKOBOM Bo3pacte y 75% manueHToB pa3zBuBaeTcs karapakra. B 10-30 net nossisitorcs
KCAaHTOMBI U KCaHTEIa3Mbl. XapaKTepPHO paHHEe HAYaJI0 aTePOCKIIePO3a U HIIEMHYECKON
6oe3nu cepana. Beinensor aBe HeBposorndeckue (opMbl: ¢ MPeodI1a atoIuMH
MO3KEYKOBBIMH U CYIIPAaTEHTOPHUAIBHBIMH CUMIITOMAMH U C TIpe00IalaHieM CIIaCTUYHOCTH
(XpoHHYECKasi MUEIIOTATHSI ), OJTHAKO ()OPMBI MOTYT ITEPEKPHIBATHCA.

Memaxpomamuueckasn neuKooucmpogua — 3To AeMUACTUHUZAPYIOIIAs JIEUKOAUCTPODUs,
UMEIOINAsi HECKOJIBKO (hOpM: MO3HsI MH(GAHTHIIBHAS, IOBEHIIIbHAS, B3pociias GopMel,
JacTUYHBIN AePuIuT nepedposuacynbdarassl u nepunut ncesaoapmwicyinbdarasel A. [Tozmass
UHpaHTUIbHAS (hopMa XapaKTEPU3yeTCs 3aJCPKKON pEYeBOT0 PA3BUTHS U YXY/IIICHUEM
MOTOPHBIX (PYHKIUH, B JaIbHEHUIIIEM TPUCOCTUHIIOTCS TYJIOBUIIIHAS aTaAKCHsI, aTPOQHsI
3pUTEIBHBIX HEPBOB, HUCTArM, CIACTUYECCKHI TeTparapes, 0yab0apHO-TIceB100yIb0apHbBIi
CHHJIPOM, aMaBpO3, CHIKEHHE Cllyxa, cynopord. KOBeHmibpHas popma xapakTepusyercs
OTCTaBaHHEM B MHTEJUICKTYaIbHOM Pa3BUTHH, HAPYIICHHEM MIOXO/IKH, aTAKCUEH, CYyJJOPOTaMH.
B3spocnas ¢popma xapakTepu3yercsi KOTHUTUBHBIMU U TICHXHYECKUMH HAPYIICHUSIMH,
M30(PEHONOA00HBIM IICUX030M. B 1ajbHENIIeM pa3BUBAKOTCS HEBPOJIOTUYCCKUE TIPOSIBIICHUS,
JIEMEHITHS, CIIET0Ta, TIYX0Ta.

Aymocomno-peyeccusHas HeUPOMUOMOHUA ¢ AKCOHAIbHOU Hellponamuell XapakTepu3yercs
nepugepuyecKoil akCOHaJIbHOM HelponaTue, NpeuMyIecCTBEHHO OpaXKarollel IBUraTelbHbIe
HEPBbI, HEUPOMUOTOHHEMN, IICEBIOMUOTOHUEN, MUOKUMUEH.

Aymocomno-peyeccugnan nepugepuueckan Heuponamus ¢ HapyuieHuem
UHMENIEeKMYanbH020 PA36UMUA WU 0e3 He20 XapaKTepU3yIoIleecs MEAJIEHHO
MPOTPECCUPYIONTIMH TUCTANTBHBIMU JIBUTATENIBHBIMU HAPYIIIEHUSIMU, 3aTPyAHEHUEM (YHKIIUU
PYK, HapyLLIEHUEM MHTEJUIEKTYalbHOI'O Pa3BUTHSL.

3ameonennasn ckopocms nPoGedeHUss HEPEHBIX UMNY/IbCOE XAPAKTEPHUIYETCS IBYCTOPOHHEH
MOJION CTOMOM, CIa00CThI0 MaJIOOEPIIOBBIX MBIIII, IUCTATHHON apedaeKkcuel HIKHUX
KOHEYHOCTEH.

Merta0onueckune Hac/1eICTBEHHbIe HEHPoNnaTuH

HacaeacrBeHHble MeTa0o/M4YecKHe HeliPONaTHM — 3TO IPyIIa FreHeTUYECKHU 00YCIIOBIEHHbIX
3a00JIeBaHNi, BBI3BAHHBIX a0eppalysMu, HapyIIaoMMU 0OMEH BEILeCTB, YTO BEJET K
IIPOrPECCUPYIOLIEMY MOPAKEHHIO NepU(HEepUIECKUX HEPBOB.

Iopghupuu — >to Tpymma peaKX HACIEICTBEHHBIX META0OIMUECKUX 3a00IeBaHN, B OCHOBE
KOTOPBIX JIEKHUT F€HeTHUECKUH 1e(eKT GYHKINOHATBHON aKTUBHOCTU (PEPMEHTOB,
y4acTBYIONIMX B OnocuHTe3e rema. Kimmandeckast kapTuHa 00yCIIOBJICHA HAKOTICHHEM B
OpraHu3Me TOKCUYHBIX MPEAIeCTBEHHUKOB reMa.

Ocmpasa nepemexcarowasca nopgupus — >tTo Hanbosee pacrpocTpaHeHHas (COCTaBIsET Ooee
85% Bcex ciIydaeB) M TSDKEJIO MpoTeKaromas popma ocTphIX eueHOUHbIX opupuil. boiee
80% manueHToB ¢ OCTPOH MOPPHUPHEH COCTABISIOT JKEHIIUHBI B Bo3pacTe oT 20 1o 45 ner.
Haubouee xapakTepHblil CHMITOM — 60JIM B )KMBOTE, KOTOPbIE MOTYT JIOKAJIU30BaThCs B
Pa3IMYHBIX €T0 YIaCTKaX, MOXKET Pa3BUBATHCS TOIIHOTA, PBOTA, TAXUKAPIUS M THIICPTOHHS.
[TopaskeHre HEPBHOI cUCTEMBI 00YCIIOBIIEHO BO3ACHCTBUEM TOKCHUHBIX MOP(HUPUHOBBIX
MpeIECTBEHHUKOB Ha Nepudeprudeckyro (OJUHEBPUT), aBTOHOMHYIO (TaXHKapIus,



TUINEPTOHMS) U [IEHTPAIbHYIO HEPBHYIO CUCTEMY (TPEBOKHOCThH, OECCOHHMIIA, TAJUTIOIIMHALINH,
Jienpeccusi, napanous, nezopueHtamus). Octpas MOTOpHast (MOTOPHO-CEHCOPHAsT)
MOJIMHEBPOIIATHUS IPOSBIISIETCS TeHEPATN30BaHHON MBIIIEYHOH CJ1a00CThIO (0OBIYHO
nepudeprudeckuM TeTpamnape3om). JlaboparopHbie MPOSIBICHUS: TOBIIICHUE YPOBHS
nophoOuIMHOreHa 1 0-aMHUHOJIEBYJIMHOBOM KUCJIOTHI B MOUY€, CHU)KEHUE aKTUBHOCTH
nop(HoOMITMHOTeH-1IeaMUHA3HI.

Konponopgupusa nposiisiercst 60J1MHU B )KUBOTE, 3a[I0paMU, PBOTOMU, AETIPECCUBHBIMU U
UCTEPOUJIHBIMU PEAKIUSIMU, BCTPECUAIOTCS TTAPECTE3UN U TUIIEPTECH3US, Y YaCTH OOJIbHBIX
BbIsIBIIsIeTCs (poToceHcnOmnu3anus. 3aboneBaHue MPOTEeKaeT B BUJE MPUCTYIIOB, KOTOPbIE
MIPOBOIUPYIOTCS JIEKAPCTBAMU, HHPEKIIUIMU U H3MEHEHHUSIMA TOPMOHAIILHOTO oHa. J{ms
JTUArHOCTHKY MCIIOIb3YETCs OMpeIelieHne YPOBHS KOPONOPPUpPHHA B KaJie (IIOCTOSHHO
BBICOKHI YPOBEHBb KONIPONop(hUpHHA B KaJie IPU HOPMAITBHOM YPOBHE MPOTONOP(hUPHHA),
YPOBHS 3-aMUHOJIEBYIUHOBOW KUCIIOTHI, MOP(OOMINHOreHa 1 KOpornoppupruHa B MoUye
(TIOBBIIIIEHHAS YKCKPEIUS HAOIIOAaeTCs B IEPHO OOOCTPEHHS).

Xapoeponopgupus — 510 peIKUN SpUTPONOITUUECKUN BAPUAHT HACIICICTBEHHOU
KOMpOop(hUpHH, XapaKTePUIYIOIIHICS HEOHATATLHOW TeMOJUTHYCCKON aHEeMHECH, HHOTIA
COTPOBOXKAAIOIICHCS MOPAKEHUSIMH KOXKH, 1 MAaCCUBHOM 3KCKpenuen xapaeponophupuna ¢
KaJioM. B 71eTCKOM U B3pOCIIOM BO3pacTe HAOIIOJACTCs JIeTKasi XpOHUYECKas aHEMMUSI.
Bapuecamnasa nopghupus — 310 dopma ocTpoit IeueHOUHON nophupUn, XapaKTepU3yIOIIascs
BO3HUKHOBEHHUEM a0JJOMUHAIBHBIX (HEMPOBUCIIEPATBHBIX) IPUCTYIIOB C HATMYUEM KOKHBIX
nopaxeHuit uian 6e3 Hux. KoxHbie IposBICHUS MOTYT BKJIIOYATh MOBBIIICHHYIO
(OTOUYBCTBUTEIBHOCTE, OYIIIC3HBIH (OTOIEPMATHUT, PAHUMOCTH KOXKH C pyOIIeBaHUEM
YYaCTKOB, MOJIBEPKEHHBIX COJTHEUHOMY M3J1yYEHUIO, IOCTBOCHIATUTEIbHYIO
runepnurMeHTanuio. Jjis npuctynoB nophupuu XxapakTepHbl 00U B KUBOTE, TEMHAsI MOYa U
HEHPONCUXUATPUUECKUE CUMIITOMBI, TaKHE KaK OynbOapHBIN apaand, KBaJpUILIETHsl,
JIBUTATEIbHAsI HEUPOMaTHs U CJIa00CTh KOHEYHOCTEH.

bone3nv Kpadoe (rnobouTHOKIETOUHAS JTEHKOTUCTPOPUS) — 3TO TM30cOMaIbHast 00JIe3Hb
HakorieHus. [Ipu mnanendyeckoit popme 3a060s1eBaHUs TIEpBbIe CUMIITOMBI OOBIYHO MOSIBIISIOTCS
B BO3pAacCTe OT JBYX JIO MSATH MECSIEB, K HUM OTHOCSTCS TUTIEPBO30YIMMOCTb, 3a/IepP’KKa WIIH
perpecc IMCUXOMOTOPHOTO Pa3BUTHSL, CIACTUYHOCTh KOHEYHOCTEH, OceBasi THIIOTOHHUS,
OoTCyTCTBHE pedIeKCOB, aTpodus 3pUTEILHOTO HEPBA U MUKpoIledanus. B nanpHeimem
pa3BUBAETCS CYJOPOXKHBIN CHHAPOM, B KOTOPOM MPEBATUPYIOT TOHUYECKHE CYA0POTH
pasrubareseil mpu CBETOBOM, 3ByKOBOW UJTM TAaKTWIIbHON CTUMYJAMH. COCTOSIHUE JIeTe
OBICTPO yXy/IIAeTCsl BIJIOTH 0 Jenepedpaiuy, 60JIbIIMHCTBO U3 HUX MOrHOAIoT J10
JIOCTHUKEHUS IBYXJIETHETO Bo3pacTa. JleTckas (toBeHusbHas1) (popma XxapakTepusyeTcs
cJ1a00CThI0, YTPaTOi MPHOOPETEHHBIX HABBIKOB U OTEpel 3peHus. Y JOMIKOIbHUKOB U
MIKOJbHUKOB HEBPOJIOTUIECKUH CTATyC PErPECCHPYET C HEMPEACKa3yeMoi CKOPOCTHIO, UTO
Be/IET K MOJHOM MHBAJIMIU3AIMH U CMEPTH B TEUEHHE JIBYX-CEMHU JIET MOCIIe MaHU(peCTalun
6one3nu. Bapocnas ¢popma 3ab60s1eBaHMs MOXKET IEPBOHAYAIBHO POSABIATHCS MOTEPEH
JIOBKOCTH JIBM)KEHUH, MapecTe3usIMU KOHEUHOCTEH, C1ab0CThIO HITH Nepr(epruecKoil MOTOPHO-
CEHCOPHOM HelpomnaTHel ¢ morepeil YyBCTBUTENbHOCTH U aTpOo(dueit MBIIIII.

Cunopom beccena-Kopnyeeiiza (abeTanmumnonpoTenHEMHs) — 3TO HACIEACTBEHHOE
MeTabonnueckoe 3aboneBaHue, MPH KOTOPOM HAPYIIAETCs CHHTE3 anonunonpotrenHoB B-100 B
neyeHu u B-48 B kummeunuke. B pe3ynbrare B sHTEpOIIUTaX HE (POPMUPYIOTCS XMIIOMUKPOHBI, a
B nieuenu — JIIIOHII. B kneTkax 3TUX OpraHOB HAKAIUIMBAIOTCS KaIlJIU TPUTIIUIIEPUJIOB,
HapyIaeTcs BCAChIBaHME MUIIEBBIX JIUMHI0B. B KpoBu HabII01a€TCA MOTHOE OTCYTCTBHE XM,
JITTOHII, JIIIIIT u JITTHII, ymenbmenue konudectBa XC, BBICIIMX MOJTMHEHACHIIIEHHBIX
JKUPHBIX KUCIIOT, BUTaMUHOB E 1 A. HeBponornueckast camntTomaTrka 3a001€BaHUs BO MHOTOM
HanoMuHaeT 6one3ns Opuapeiixa. AdeTanunonporenHeMus MaHUGPECTUPYET B JETCKOM UITU
FOHOIIIECKOM BO3PacTe U B HEBPOJIOTMYECKOM CTaTyCe MPOSIBIAETCS 3aI€PHKKOM



IICUXOMOTOPHOT'O Pa3BUTHSI, IPOIPECCUPYIOIIUM aTAKTUUECKUM CHHAPOMOM — LiepeOeIipHOi
aTaKCHel, MUTMEHTHBIM PETUHUTOM, Niepudepuyeckoi HeliponaTue, tuzapTpuei. Y
HEKOTOPBIX OOJIbHBIX BBIABIISIIOTCA CKeleTHbIe aHoManuu. ComMaTHYecKe MPOsBICHUS
CHHJpPOMA. KapJHOMETaIHs C HAPACTAIOUIEH CEpACUYHON HEOCTaTOYHOCTBIO,
COIIPOBOKIAIOIASCS apuTMUeH, U creatopest. M3-3a manpabcopOuuu AeTH OTCTAIOT B
(du3nUecKoM pa3BUTHH, HAOIIOIAIOTCS PaXUT, CKIIOHHOCTh K KPOBOTCUCHUSAM, THTIOBUTAMHHO3BI.
BakHBIM TMarHOCTUYECKUM IPU3HAKOM CIIYKUT HAJIM4ME B Ma3Ke KPOBH OOJIBIIOTO KOJIMYECTBA
akaHToLUTOB (10 50-70% BceX APUTPOLIUTOB), U3MEHEHUS B JIMIIUIHOM CIIEKTPE: PE3KOE
CHIDKEHHE COJIepKaHUs WK OTCYTCTBHE B KPOBU XojecTepuHa, hocdonunuaos,
TPUTIULEPUIOB, XMIIOMUKPOHOB, aroB.

Momopno-cencopuas neitponamus muna Pycce (6onesns [llapko-Mapu-Tyra,
neMueNnvHu3upyomas, Tui 4G) — 3To mporpeccupytomias nepudepuueckas HelponaTus,
XAPaKTCPU3YIOI[aACsa HadaJlOM B IICPBOM JACCATUIICTUHN JKU3HU CO ciraboctu JUCTAJIbHBIX
OTJIEJIOB HMKHUX KOHEUYHOCTEH U aTpOo(dUU MBILII], YTO TPUBOJUT K TPYIHOCTSIM IPHU X0ab0e.
I[I/ICTaJII)HOG MMOPAKCHNEC BECPXHUX KOHGQHOCTefI, Kak U cJ1abocCTh IMPOKCUMAJIbHBIX OTACIIOB
HUKHUX KOHEUHOCTEH, 0OBIUHO pa3BUBaeTcs mo3xe. OTMevaroTcs AUCTaibHble HapyIIeHUs
YyBCTBHTEIHLHOCTH, TIOJIAsl CTOMA U apedICKCHsL.

HeiiponaTtus ®uckepcrpanaa (noauHeiponaTus, MOTeps ciiyxa, aTaKCusi, MIUTMEHTHBIN
PETHUHUT U KaTapakTa) — 3TO HaclleJICTBEHHOE 3a00JieBaHNe, KOTOPOE B TEUEHUE MEPBBIX JIBYX
JECSATUIIETUH )KU3HU NTPOTEKAET OECCUMIITOMHO, 3aT€M IPOUCXOAUT Pa3BUTUE HOUHOMU CIIETIOTHI
C MOCJENYIOLIEH TOTEPEN LEHTPAIBHOIO MOJIS 3pEHUS U CHUKEHUEM OCTPOTHI 3pEHUS, pa3BUTHE
3a/iHel CyOKaICyIsspHON KaTapakThl. XapaKTepHBI IOTeps Nepueprudecko YyBCTBUTEIbHOCTU
B HIDKHUX KOHEYHOCTSIX U CHUKEHUE CYXOKUIIbHBIX Pe(IeKCOB, IPU3HAKU aTaKCUU.

BoJjie3nb Pedecyma (HacnencTBeHHAs MOTOPHO-CEHCOpHAs HeHpomnaTus 4-ro THUMa) — 3TO
HaCJIEICTBEHHOE 3a00JIeBaHNE U3 TPYIIIbI IEPOKCUCOMHBIX 00JI€3HEH, KOTOPOE MPOSIBIISIETCS
HEBPOJIOTUYECKHUMH HAPYIICHUSIMH, YXYAIICHUEM 3pEHHUS, CIyXa U OOOHSHUS, HAPYILIEHUEM
MpoIiecca OPOrOBEHUS KOXKH, a TAKKe TTopakeHneM cep/ia. boje3Hb MOKeT MPOsIBUTHCA KaK y
JeTe, Tak U y B3pocibiX. OKOJIO TPETH MAlMEeHTOB C Kilaccuueckoi 6one3npto Pedcyma nmeror
BPO’KJICHHBIE aHOMAJIMH CKEJIeTa — YKOPOUYEHHUE TISICTHBIX U ITIOCHEBBIX KOCTEH.

Cunapom RENI — 510 HacnencTBeHHOe 3a0051€BaHNE, CTEPOUIPE3NCTEHTHBIN HEPPOTUUECKHMA
CHHJIPOM C MYJIbTHCUCTEMHBIMU MIPOSBICHUSAMH. Y OOJIBIIMHCTBA MMAIUEHTOB 3a00JIeBaHME
MPOSIBIISIETCS. B MJIAJICHUYECTBE UJIM PAHHEM JIETCTBE MPOrPECCUPYIONIEN TOYEYHON
TucyHKIMeH, CBI3aHHOHN C (POKaIbHO-CErMEHTapHBIM TTIOMEPYIIOCKIEPO30M, YTO MPUBOJIUT K
TEPMUHAIBHOW CTaIUM MOYEYHON HEOCTATOUHOCTH B TE€UCHHE HECKOJIBKHX JIeT. Y psaa
NaIMEeHTOB pa3BUBAETCs NEPBUYHAS HAAMTOUYEYHUKOBAsI HEJOCTATOUHOCTD (B PEIKHUX CIydasix
W30JIUpOBaHHas1, 0€3 APYyTrux MposiBieHu ). JlonomHuTebHbIe PU3HAKK 3a00JI€BaHUS MOTYT
BKJIIOYATh UXTHO3, AKAHTO3, UMMYHOAEC(DULIUT U HEBPOJIOTUYECKHE HAPYILICHHS.



