XOPEA
I'EHTUHI TOHA



OIIPEAEJIEHUE

» Xopes (chorea; oT rpeveckoro
cnoBa "choreia" - nngacka) - gopma
rMNepKnHesa, Xxapakrepusyertca
HENPOWU3BOSbHbIMUN, OLICTPbLIMW,
HeperynmpyembiMn ABUXEHUSMUA,
BO3HUKAOLMMN B Pa3fNYHbIX
MbILLUEYHbIX rpynnax.



OIIPEAEJIEHUE

» Xopess [ eHMUH2mMOHa - TAXernoe
HacrnegcTtBeHHoe (JOMWUHAHTHOE)
HenpogereHepaTuBHoe 3aboneBaHue,
XapakTepusytoLieecs rnocreneHHbIM
Ha4yanom (obbl4HO B Bo3pacTe 35-50 ner)
N COMETAHUEM MNPOrpPeECCUPYHOLLINX
MMNEepPKNHE3OB N NCUXNYECKNX
paccTtponcts. ConpoBoXaaeTcH
JIMYHOCTHLIMU pacCTpPOUCTBaMMU,
OEeMeHUMeEN n ap.




PACIIPOCTPAHEHHOCTD

= YacTtoTta BcTpedvaemocTu - 1:10000
HaceneHus.



NCTOPHNYUYECKASA CIIPABKA

= XopeoamemouOoHble
OBUXKEHUS,
u3obpakeHHble Ha
cmapuHHoOU gbpecke.

- - .'(~



NCTOPHUYECKAIS CIIPABKA

= G.S. Huntington,
aMepuKaHCKuu
HeeporamoJsio2
(18561—191622). Qan
Haubosiee mo4yHoe
ornucaHue 6oJs1e3HU 8
1872 200y Ha cobpaHuu
Akademuu MeoOuyUHbI
e wmame Oe2auo.

= 19082. — W. Olser,
KOMMeHmupysi 00Ksao
f'eHMuUH2MOHa,
eblidesius1 OCHOBHbIEe
ocobeHHOCMU

N e 3abosneeaHus.




I'EHETUYECKUE JTAHHDIE
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I'EHETUYECKUE JTAHHDIE

PoaHTensCKHH I'eH JlodepHHE NeHEl
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CAG

= [eHeTnyecknn gedoekT, NpmMBOOSLLNN K XOopee
[€HTUHITOHa , 0OYCNOBMEH 3KCMAaHCNEN
HeCTabunbHOro TPMHYKNEOTUAHOIO NOBTOPA
(CAG) B reHe, KOTOPbIN TpaHCINPYETCA B
NPOTEUHE KaK NOMUrnyTaMmMHOBBLIW MOBTOP.



I'EHETUYECKUE JTAHHDIE

= Xopes [eHTUHITOHA HacnepyeTcsd No
ayTOCOMHO-AOMMWHAHTHOMY TUNY U
xapaktepusyetca 100% neHeTpPaHTHOCTLIO reHa.

= AHTMnNauusa (HapacTaHue TAXecTu 6ones3Hn B
nocneayrowwunx nokorieHusax) Hamoonee
OTYETNUBO NPOSIBAAETCA Npu nepepgaye no
NIUHUU oTLa.

= Pe3ynbTraTthl CCnegoBaHUM NoKasaru, YTo
LuTonsiaamMmaTtu4yeckue u saepHble arperartbil
Oernka reHTUHIrTMHa obnaparoT paBHOMU
TOKCUYHOCTbLIO U YTO NPOTEONIN3 ABNAETCH
HeoOXoAMMOMU CTYNEeHbIO ANA BXOXAeHUA bernka
reHTUHITUHA B A4PO.
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ITEHETUYECKUE JAHHDIE

= Benok reHTUHITMH Heobxoaum Ong
HOpPMaribHOIro Pas3BUTUSA U BbIKUBAHUSA KNETKMW.

= [1pn anonTto3e reHTUHITUH Ccreyngunyecku
pacLlennseTca LMCTEMHOBOU NpPOTEeas3on
(anonawiH).

= CKOpOCTb pacLUENEHNUA TEHTUHITUHA
3Ha4YMTENbHO BO3pacTaeT Npu Hann4nm
ONWHHBIX NONUIITyTaMUHOBBIX TPEKOB,
00ycnoBnMBaKLLMX HECBOEBPEMEHHbIN
anonTo3 U Kak cneacrtBue xopeto [ eHTUHIToHa.



IHATOI'EHE3

= [lponcxoodat HEMPOXMMMNYECKME HApPYLLEHNS B
rOJIOBHOM MO3re, 1 Npexae BCero M3MeHATCH
npouecchbl B3anMMoOeNUCcTBMA ABYX HEUPOMEONATOPOB —
ramma-ammHomacnsHon kncnotbl (FAMK) n
oodpamuHa.

= [lepBnyHO npouncxoaunt gereHepaumns I AMK-
9pPrmyecknx HEMPOHOB, NPU 3TOM CHUXKAETCH
cogepxaHue Ttopmo3sHoro meanartopa FAMK B
Oa3anbHbIX rAHIMNSAX.

= B 31O XXe 0bnacTu rofiloBHOro Mo3ra CHUXaeTcs U
cogepXXaHue aekapbokcunasbl rnyTaMmmHOBOM
KWCNOTbl — (pepMeHTA, y4aCTBYHOLLEro B CUHTE3E
[[AMK 13 rmyTammHOBOW KUCMNOTHI.



IHATOI'EHE3

= BoinageHne TopMOo3HbIX BNUAHUK [ AMK-
CUCTEMbI «pacToOpMaXXmMBaeT»
OodPaMUHEpPrnyeckyo cuctemy. Takoe
HapyLleHne B3anMoaeNCcTBnS BeOET K
NOBbILLEHUIO coaepXaHna gopamMmmHa —
MeauaTopa «OBUMXXEHUS» U
BO3HWKHOBEHUIO XOPEeN4eCcKoro
rMnepkmHesa.



IHATOI'EHE3

= OTMeueHbl U apyrue metabonmnyeckme
HapyLUEHNS B rONTOBHOM MO3re D0SbHbIX XOpEEeEn
[@HTMHITOHA: NOBbLILLEHUE COAEPXKaHUSA XKeneaa,
LMHKA, Karnbums, HapyLleHne obmMmeHa nunuaos.

= CHUWXEHHbIN MeTabofIM3M rMKOo3bl
COMNPOBOXOAETCHA COKpalleHMUeEM Yncna
aodamuHoBbix D1- n D2- peuentopoB B
XBOCTaTOM sape v ckopnyne. OyeBngHo,
CYLLECTBYET KOppenaumna mexay CteneHbio
CHMXEHNA NHTEeNneKTa u ymeHblieHnem D2-
PELIENTOPOB.



IHATOMOP®OJIOI'USA

= HabntogaeTtcs nporpeccupyroLlas
aTpodPUSA KNETOK KOPbl FONMOBHOIO
MO3ra 1 NoAKOPKOBbIX CTPYKTYP,
OCODEHHO MESIKMX KITETOK NnosiocaToro
Tena, KrneTok brnegHoro wapa;
aTpoduns CTBOMNA MO3ra, MO3)Xeuka,
MCTOHYEHNE MO30NMNCTOro Tena.



HATOMOP(I)OJIOFI/I}I

Cortical
Degeneration

= Macca 6asanbHbIX raHrnmeB yMmeHbLuaeTcs Ha 50%,
Macca Bcero mosra npumepHo Ha 15—20%.

. rlpOI/ICXOD,I/IT paclfiag HEPBHbIX KITETOK N pa3pacTtaHnNe
AJ1IEMEHTOB [TINN.

= NlHorpoa 06Hapy>|<|/|Ba+0T N3IMEHEHUA B KITETKAX
nepeaHnx poros CrMIMHHOINO Moa3ra.



IHATOMOP®OJIOI'UA

basanbHble raHrnmmMm B HOpMe basanbHble raHrnmm npun xopee eHTUHIToHa

= Ha npenapate oTme4vaeTcsi MaccuBHas rmberb
HEPBHbIX KIETOK B 00rnactn 6asanbHbIX

raHriineB, paclmpeHune BOKOBbIX Kernyao4yKoB.




IHHATOMOP®OJIOI'UA

~ 1o~ 4 HepBHble KneTkun: 6enok

EHTUHITUH TEPHAET CBOIO
HOpPManbHYIO CTPYKTYpPY,
obpa3ysa BONOKHUCTbIE
KnyOKkun, noBpexgaroLune
OKpYy>KatoLLie HepBHbIe
KNeTKU (CKkaHupyoLlas
OneKTpoHHag
MUKpodoTorpagus).



IHATOMOP®OJIOI'UA

A_ = Y DOSIbHbIX XOpeen
f.‘ [ @HTUHITOHA
¥ N3MEHEHHbIN

| iq [EHTUHITUH obpa3syeT

BOJIOKHUCTbIE
OTNOXEHUSA B KIETKaX
MoO3ra (CKaHupyltoLasa
9JIEKTPOHHAS
MUKpodooTorpadous).




IHATOMOP®OJIOI'UA

= QrroopecLEeHTHad
MUKpodoTorpadus
KIETOK, CUHTE3UPYHOLLINX
FeHTUHITUH. KpacHble U
PO30Bbl€ Yy4aCTKu
npeacTaBnsaAoT cCoOOoU
arperartbl FeHTUHITUHA,
KOTOpPbIE KPENATCS K
KIMETOYHbIM siApam,
CBETALLMMCSA roflybbim
LIBETOM.



KIIMHUYECKASA KAPTUHA

= YCTAHOBIEHbLI TPU OCHOBHbIX
KINMHUYECKME DOPMbI XOPEWN
[€eHTUHITOHA:

-KJ1accu4yeckKasi XopeouoHas
-aKUHeMmUuKo-pu2uoHast

(eapuaHm Becmdaasisi — 6e3 xopeu)

-FOBEGHUJIbHasi



KIIMHUYECKASA KAPTUHA

= OCHOBHbIMU KITMHNYECKUMM
NPOSIBIIEHUAMMN XOpPeN [ €eHTUHITOHA
ABMAIOTCS TUNEPKUHES U
NCUXNYECKMEe HapyLUeHUsA
(nporpeccupytoLlee cnaboymue).




KIIMHUYECKASA KAPTUHA

= 3aboneBaHue OeOOTUPYET Yallle BCEro B
Bo3pacTte 35-40 neT, HO Npu KBEHUNBHOU PopMe
— 0o 20 ner.

= B 5% cny4aeB cumntomMaTumka nosisnsietca go 14
ner.

= OgHUMK N3 NepBbIX NPU3HAKOB OONE3HN
SABMAKTCA Bblpa3uTeNibHble ABUXEHUA B BUAE
rpMmac c HapyLleHneM apTUKynsaumn
(rMNepKUHETUYECKas An3apTpuda) N rnoTaHug,
KOTOpble COMPOBOXAAKTCA HEOXUOAHHbLIMU
3ByKamu (B3goxamMu, MblMaHUEM 1 Op.) u
npekpaLwiaroLlmneca BoO BpemM4d cHa.



KIIMHUYECKASA KAPTUHA

= [TocTeneHHo rMnepknHes NPorpeccupyer,
reHepannayeTcs 3axBaTblBasi 1 BOBNEKas BCE
HOBblE MbILLEYHbIe rpynnbl, HAPYLLATCA CTaTUKa
1 NOXoaKa.

= CyxoxunbHble pedoneKkcbl 0ObIYHO XUBbIE UK
OXWBMNEHbI HA HOrax; B OAHOW TPETU Cry4Yaesn
BbISIBNSAIOTCSA KNOHYChI; HAbnogaeTcsl MbllLeYHast
rMMNOTOHUS.

= YXygluaeTcd KpaTKocpodHasi U JOonroBpeMEHHas
NamMsTb; CHUXKAETCH KPUTUKA K CBOEMY
COCTOSAHMIO; 3aTPYOHSETCA AfIEMEHTAPHOE
bbITOBOE CaMOOOCyXMBaHUE; Ppa3BMBAETCS U
nporpeccupyeT AeMeHLUS.



KIIMHUYECKASA KAPTUHA

= IlHorga 3aboneBaHne Ha4YNHaETCs C
NCUXUYECKUX HapyLLUEHNN B BNOE
adpPeKTUBHbIX (Yalle BCero B BnAe
genpeccumn), rannrounHaTopHo-
napaHongHbIX 1 NoBeAEeHYECKNX
HapyLleHUn nNuilb cnycTtqa 1,5-2 roga unu
No3xe NpucoeanHaeTcd
TMNEePKUHETUYECKNN CUHOPOM.

= B TepmmnHanbHoOn ctagumn 3aboneBaHus
nauneHTbl NormndbarT 0ObIYHO OT
acnmpaunoHHOU MHEBMOHUMW.



KJII/IHI/I‘IEC KAJA KAPTHUHA

. ,ﬂo 6one3Hu . Bo gpeMsi 60nesHu



KIMHNUYECKAA KAPTUHA

= FO8eHUrbHas gpopma
xopeu [ eHmMuH2moHa




TMATHOCTHUKA

[lnarHocTuka OCHOBbLIBAETCS Ha KITMHUYECKUX
OaHHbIX: NPOrpecCcUpyoLLEM Xapaktepe
XOPENYECKOro rNMrnepKMHe3a U HapacTatoLEeEM
crnaboymun.

HacnencrtBeHHbI aHaMHe3 NoATBEPKOAET AMArHo3
XOopeu [[eHTUHITOHa.

O3l (gpenpeccua nnu norHoe oTcyTCcTBUE anbda-
puTMa ¢ npeobnagaHnemM HM3KOaMMUTyaHOM
OMO3NEKTPUYECKON aKTUBHOCTU MO3ra).

MeTtoabl Henposusyanusauum ( KT n MPT)
BbISIBMAKOT aTpouIo rofIOBOK XBOCTATbIX S4€pP C
XapaKkTePHbLIM pacLUMPEHUEM MEPEHNX POroB
BOKOBbIX »Xesya04KOB.



TIMATHOCTHUKA

= KT 605bHOIro




TMATHOCTHUKA

Mermaipserson

= MPT B Hopme = MPT 6onbHoro
(pexum T2) (pexum T1)



TIMATHOCTHUKA

= bonee 4yyBCcTBUTENBLHLIM U CNELUPUYECKUM
METOOOM AMarHOCTUKU SABMSIETCA
ogHodoToHHasa amuccmoHHasa KT (SPECT),
KOTopada nocre MHPY3un paguoakTMBHOW
dOTOPANOKCUTIIIOKO3bl CNOCOOHA BbISIBUTb
YMeHbLUEHNEe MeTabonnama rnoko3sbl B
XBOCTaThIX gapax n Tanamyce Yy OONbHbLIX C
Xopeeun [ eHTUHIToHa, Npu4emM B HEKOTOPbIX
clnydaax eule B OKNMMHUYECKNX CTagnsaX

oones3Hu.



TMATHOCTHUKA

|

= SPECT 60nbHOro



TMATHOCTHUKA

= bornee To4yHas AnarHocTuka BO3MOXHaA C
NMOMOLLbIO METOOOB MONEKYNAPHOU
EHETUKN, KOTOPbIE NMNO3BOSIAOT HE TOMNbKO
noaTBEPANTL ANarHo3 pa3BUBLLENOCH
3aboneBaHns y caMmoro 00sibHOro, HO U
BbIABUTb HOCUTENEN NMaTONOMMYEeCcKoro reHa
Ha NpegkNUHNYEeCKOW CcTagmumn y ero
POACTBEHHMKOB (BEPOSATHOCTb
yHacneaosaTb 3abofieBaHue y geteun
bornbHoro cocraBnsietr 50%).



TMATHOCTHUKA

2 3 = CpaBHUBasi NOMOCKY
reHeTn4ecKoro TecTa
MOXHO BbIABUTb
HOCUTEeNsa annenu
xopewu ' eHTUHIrToHa.




TU®PEPEHIIMAJIBHBIN TUATHO3

= Manasa xopes (CunoeHrama)

= bone3Hb Anburenmepa

= bornesHb Kpentudenbara-Akoba

= [lobpokayecTBEHHAA HaAcCNeaCTBEHHAA Xopes

= lgnonatnyeckas TOPpCUOHHASA ANCTOHUS

= bornes3Hb BunbcoHa-KoHoBarnosa (I'enatouepebpanbHas
auctTpodous )

= HacnencrtBeHHas uepebennsapHasa atakcus

= XOp€eOoaKaHTOLUMUTO3 (XOpes C akaHTOLMUTO30M)

= [IHbapKTbl 6a3zanbHbIX raHrMeB

= [lo3gHAaa ancknHesns

= bone3Hb [MapknHcoHa

= nsoppeHuns

= JlekapCTBEHHbIE MHTOKCUKALIMN HENPOTPOMHLIMU CpeacTBamm



JIEHEHHUE

= JleueHne cumntTomarTmyeckoe.
= [1pn yMepeHHO BbipaXXE€HHOW XOpee:
-aMaHTaguH (MyMaaHTaH)

-HU3KOMOTEeHUMarnbHble HEUPONENTUKN —
cynbnupug (3rnoHun), Tnanpua, MeToknonpamua
(Luepykan)

-aTUMNYHbIE HENPONENTUKN — KNo3anuH
(a3anenTtuH), pucnepugoH (pucnonenT) nnu
onaH3anuH (3unpekca)

-BbICOKOMOTEHLMArbHbIE HENPOSIENTUKN —
numo3ung (opan), rafionepuaorn

-pe3epnuH
-6beH30amna3enuHbl (KrnoHasenam) n baknodyeH




JIEHEHUE

= [1py aKMHETUKO-PUTMOHOU dopMe
NPUMEHSAIOT aHTUMNAPKMHCOHNYECKUE
cpeacrTsa:

-npenaparbl JIeBOAOMbI
-aroHNCTbl 40daMNHOBBLIX PELIENTOPOB
-cenerunnmH
-aMaHTaguH

-AXC




JIEHEHUE

= [1pn HeobxogmmocTu criegyet NPoOBOAUTL
KOPPEKLMNIO NCUXNYECKNX HAPYLLEHUN.

= [1pn genpeccuu:
-TPULMKITNYECKMNE aHTUOENPECCAHTbI
(AMUTPUNTUNNNH, AE3UNPaMnUH, JOKCEMUH)

-CEeNneKTUBHbIE MHIMDOUTOPLI 0B6paTHOro 3axBaTa
CEepPOTOHMHA (PNYOKCETUH, cepTparnmH,
LuuTanonpam, driyBoOKCamMunH)

-MHrIMOUTOPbLI OOpPAaTHOro 3axBaTta CEPOTOHUHA U
HopagpeHanuHa (MunHaumnpaH, BeHnadpakcuH)




JIEHEHUE

= [1pn cMHOPOME HABA3YMBbLIX COCTOAHUN —
npenapaTtbl Bbibopa: KIoMunpamMmuH v
CENEKTUBHbIE UHTMDOUTOPLI 0OpaTHOro 3axsaTa
CEPOTOHUHa.

= [1py NOBbLILLEHHOW Pa3apPaXXUTENLHOCTU U
arpeccuu — KrnoHasenam, kapbamasenuH,
Banbnpoart HaTpud, TonupamaT Uin aTUNNYHbIE
HENPONenTuKM (KnosarnmH, KBeTearuH,
pucnepuaoH).

= [1ng HopManm3auum cHa — Ha3Ha4YeHne MarbiX
03 KroHasenama, 3onnuaemMa nunm
aMUTPUNTUNNHA.




IHPOI'HO3

= CpeaHas NpoaoimKNTENbHOCTb
3aboneBaHusa OT Ha4dana oo
PacNPOCTPaHEHHOIO rMrnepKknHe3a u
3Ha4YUTENBHON AEMEHLUUUN KorebneTcs B
npengenax 10—15 ner.

= [1pogomKNTENBHOCTL DOME3HN OT Ha4ana
0O CMepTn coctaBnseT okono 15—20
nerT.
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