Bone3Hb NMuka nu XaHTUHITOHAa

BonesHb Muka obHapyxuBatoT ropasno pexe 6onesHn Anbuxaimepa. OTUONOrUs
3aboneBaHus 4O KOHLA He BbIACHEHA, NpeanonaratoT cBA3b ¢ MyTaumnamm reHa MAPT B
17921.11, Koanpyrowero CBA3aHHbI ¢ MUKPOTPyboykamu T-6enok. KnuHuuec
Kue nposiBneHuns

6onesHun Mvka nmeroT cxoacTBo ¢ 6one3Hbio AnbLxainMepa. Makpockonmyecku BbISIBNSIOT
BbIPaXXEHHYI0, HEPEAKO aCUMMETPUYHYIO aTPOOMIO KOPbl NOBHBIX U BUCOYHbIX fonel 60nblumx
nonywapwuin ronoBHOro Moara. Mmkpockonmyeck BUOHO yMEHbLUEHNE Yncna HEMPOHOB KOPbI,
B OCTaBLWXCS HENPOHaXx BbISBNSAIOT BHYyTpuUMTONNasmMaTndeckne BkaoyeHns — tenbua lNvka,
NOCTPOEHHbIE N3 HENPOONNAMEHTOB, BE3UKYNAPHOM 3HO0MNAa3MaTUYEeCKON CETU N CNapPeHHbIX
cnupanbHbiX oMnameHToB. B oyarax BbinafgeHns HEMPOHOB 0OHAPYXMBAOT BblPaXXEHHbIA
rnos.

BonesHb XaHTUHITOHa (xopest XaHTMHI TOHa) — Nporpeccupytowee HacneacTBEHHOe
HelponereHepaTuBHoe 3abonesaHue. Ero OCHOBHbIe K/IMHN4yeckue
nposiBneHusi —
XOPENYECKMIA rmnepkmHes (xopest — obliee Ha3BaHUe rmnepknHe30B, T.€. aBTOMATNYECKMX
HacUNbCTBEHHbIX OBMUXEHWUA BCNEeACTBME HENPON3BO/bHbBIX COKPALEHNA CKENETHbIX MbILLL) 1
nemeHuusi. bonesHb Hbina Ha3BaHa No UMeHN amepukaHckoro Bpada G.S. Huntington,
naslero eé To4Hoe onucaHue B 1872 r. HacnenosaHune 60ne3Hn XaHTUHI TOHA MPOUCXOANT NO
ayTOCOMHO-A0MUHAHTHOMY TUny co 100% neHeTpaHTHOCTbIO NATONOrMYeCcKoro reHa,
pPacnofioXXeHHOro Ha KOPOTKOM rnieye XxpoMocombl 4. OCHOBA reHHON MyTaunm — 3KCNaHcus
TPUHYKNEOTMAHbIX NOBTOPOB B N-KOHLEBO obnactu 6enka, Koagmpyemoro reHom 60nesHu
(6enok nonyynn Ha3BaHWe reHTUHI TUH). MyTaHTHbIA FTEHTUHI TUH TOKCUYEH ONS HEPBHOM
TKaHu n cnocobcTByeT anonTto3y. MNpu NPoTeonn3e MyTaHTHOrO FEHTUHI TUHA BO3HUKAOT
6enkoBble doparMeHTbl, CNOCOOHbIE K arperaunm ¢ obpa3oBaHneM

amMnnonaonoaobHbIX BKIHOYEHWIA

B A4p€ W uMTONNa3mMe HeMpoHOB. ITO NPUBOAUT K AereHepaunn HeripoHos. Mopdbonornyeckn
OTMeYatoT BblpaxXeHHY0 aTpoduto 6asanbHblX raHrneBs, rnaBHbIM 06pa3om, striatum n Kopbl
Mo3ra. B striatum oTmeuvatoT nsbnpartenbHoe rpyboe BbinageHne WunoBUAHbIX HEAPOHOB.
CneungunyHbIn MOPKOOrMYecKmnin Npu3Hak — obpasoBaHne BHYTPUSAEPHBIX BKITOYEHNIA,
COCTOAWMX U3 arperatoB MyTaHTHOIO FEHTUHI TUHA.
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Bone3Hb Nuka n XaHTUHITOHA

n HTepeCHble CTaTbW:

1) 3Snuoemnonoruns konuta

2) O6nuTepupyoWwmin TpoMbaHrUNT

3) MwutoxoHOpuanbHble MyTauum
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