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NMPOZEITIZONTAZ TON AZ©ENH ME XOPEIA
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NepiAnyn

H xopeia €ival pia unepkivnukn dlatapaxn nou pnopei va epeaviotei oto nAaiolo noARwy voonpdtwy Kal
ouvopOUWY, 100 KANPOVOUIKWY 600 Kal ENKINTWY. LKoMnds Tou napovios dpbpou eival va BonBnoel tov
kAIviké veupondyo otnv Npoogyyion kal otn diagopikhn didyvwon tou acBevous pe xopeia, kar €181KE otov
evioniopd pias miBavhs KANPovopIkhs xopeias. ApxIké npoteivetal évas dlayvwaotikds afyoplBuos yia thy
YEVIKN NPOoacéyyion acBevv Pe Xopeia. L ouvéxela avanuovial YEPIKG and ta ouxvotepa aitia KAnpovopl-
Khs xopegias, 6nws n voéoos Huntington. Avagépovtal enions, OPICUEVES AN TS CUXVOTEPES AITIES ENIKINTNS
xopeias. TéNos, napatiBetal N PUPUAKEUTKA AVUPETWDNION TNS XOPEias Kal oplopéves vedtepes eCeNitels pe
kAIVIKA onpaaoia.
Né€eis eupetnpiou: Xopeia, kAnpovopikh xopeia, xopeia Huntington, Huntington disease-like ouvbpoua,
ENIKTINTN XOPEIa

APPROACHING THE PATIENT WITH CHOREA

Breza M., Koutsis G., Karadima G., Panas M.
Neurogenetics Unit, 1st Department of Neurology, University of Athens, Eginition Hospital

Abstract

Chorea is a hyperkinetic movement disorder that can be observed in many hereditary or acquired dis-
eases and syndromes. The objective of the present review is to assist the clinical neurologist in approaching
a patient with chorea, focusing on the identification and differential diagnosis of hereditary choreas. A
diagnostic algorithm is proposed and the most common causes of hereditary chorea are discussed. Some
of the acquired choreas are also briefly presented. Finally, the pharmacological treatment of chorea is dis-
cussed, and some recent, clinically significant advances in the field are briefly outlined.
Keywords: Chorea, hereditary chorea, Huntington’s disease, Huntington disease-like syndromes, acquired chorea
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Eicaywyn

Me tov 6po xopeia neplypdovtal ol aipvidies, ona-
OPwOIKES Kal aveEENeYKTES KIVACEIS PIKPNS SIAPKEIQS,
nou ouxvd petanndolv peta&y npooRePAnpévwv
neploxawv kal givar duvatdv va ekdnAwbolv and
onoladnnorte puikn opdda tou owpatos (1). AdAwote,
n NéEn xopeia npoépxetal and v eAAnvikh AEEN
x0pds. Luxvd n xopeia dev epavidetal povn s afnd
padi pye dnfes unepkivnoles, 6nws n abétwon h o
Banniousds. Qs aBétwon opilovtal ol peyanutepns
bidpkelas kar Bpadutepes uNepKIVNoles Ue «oPIoeIbN»
nopeia. O1 GUO AUTES PHOPPES UMEPKIVNOIWY, XO-
peia kal aBétwon, noNlés popés ocuvundpxouv
Kal neplypdgovial eviaia ws xopgloabetwaikes. H
B1aKpion PETAtU xopelakmY, aBETWOIKWY, HUTTOVIKWDY
Kal puokAovIKDY KIVACEWY bev gival NEVIOTE EQIKTN Kal
KaBiotatal o€ apKETES NEPINTMOEIS 161aiteEpa SUOXEPNS,
aképa kar and veuponldyous eCelbIKEUPEVOUS OTIS
KIVNTUKES OIATAPOXES.

H eppdvion xopelakdpoppwy Kivhcewy anodidetal

oty npoofonh twv Bacikwv yayyAiwv. Qotdoo, ol
aKkpIPBeis avatopikeés neploxes and s onoies avaduetal
n xopeia dev gival capws Npoodloplouéves (2).
Alagaivetal n Unap&n cuoxE€uons Pe tnv NePIoXn
tou unoBanduiou nuphnva, Adyw s euPavions
nuixopeias o€ NePINTOEIS NPooPonhs Tou, dNws
yla napdadeiypa og ayyelakd éuppakta. Qotdoo,
éva €uppakto otov unoBanduio nuphva pnopei va
npokanéoel gite npixopeia, gite nuIBanAiopo €ite kal
ta duo autd €idn twv UNEPKIVNOIDV (3).

H xopeia pnopsi va epgaviotel oto nAdiolo nonAwy
voonpdtwy kar ouvbpopwy (nivakas 1). Alakpivo-
vtal GUo KUpPIES KATNYOpPIES: N Npwtonabns xopeia
nou eu@aviletal oe €5aPOs YEVEUKWY VOONUATWY
(kAnpovopikh xopeia) kal n eniktntn dsuteponabns
xopeia. Luxvotepo napddelypa KANPOVOUIKAS XOPEias
gival n xopeia tou Huntington, eva deuteponabous
xopeias n xopeia tou Sydenham katd tv naidikh
nAikia kal NiBavds N PapUakeUTIKA Xopeia Katd thv
evadikn (wn (4).
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MNivakas 1. Aiua xopeias.

AITIA KAHPONOMIKHX XOPEIAX

AITIA ENIKTHTHZ XOPEIAX

Autoocwpikn Enikpatns

Avooosnayopeva

Noéoos tou Huntington

Nwualonapesykepanidikn ata&ia 17 (SCA 17)
Nwualonapeykepanidikn ata&ia 1-3 (SCA 1-3)
Huntington'’s disease-like 1, 2 / C9ORF72
Dentatorubropallidoluysian atrophy (DRPLA)
Neuroferritinopathy (NBIA)

KaAonBn kAnpovopikh xopeia (BHC)

Avendpkela GLUT1

Mapo&uopikés duokivnoies (yovibia PRRT2, SLC2AT1, MRT)

Xopeia Sydenham

Yuotnpaukéds epuBnpatddns AUKos
Avupwo@oninidiké clvopopo
Afdfa voohpata cuvdetkoU 10ToU
MNapaveoniaopaukh xopeia

Autoowpikn YnonAeinopevn

Nolpwén

NeupoakavBokUtwon

Néoos Wilson

Huntington'’s disease-like 3

Ata€ia Friedreich

Ata€ia-tnAeayyeiektaoia

Ata&ia pe opBanpokivnukn anpaéia

Neupoekpuaioukd oclvopoua oxeuldpeva pe eyKeQAnikn
evandéBeon o1bnpou (NBIA)

Yuoxeulopevn pe HIV /eykepanondBeia HIV
ToEonAdouwon

Neupoouoifn

Eykepaniubes

®dundooUvdetn

Ev6okpivika

YUvdpopo Mcleod
YUvdpopo Lesch-Nyhan
YUvdpopo Lubag

Ynep/YnoBupeoeibiopds
Ynep/YnonapaBupeoeibiopds
Xopeia kunons

Mitoxovépiakn MetaBodika
y i Ynep/YnoyAukaipia
E/TE/SESUO eigh Alatapaxés nAektpoAUTOV
‘EAAeiyn B12
Ayyelaka

‘Euppakta Baaoikav yayyniwv/unopioidén
Avyyeiakés duonniaoies

NeonAaopatika

Oykol eykepanou n petaotdoels /KN Aéupwua
161onaBns noAuepubpaiyia
Mapaveoniaopatkd

dappakeuTKa

Ouwiyn duokivnoia
AvenIBUpNTN evépyeia PapuaKwy

Zkonos s napoucas avackoénnons gival va
oupPBdanel otnv npooéyyion Kal otn Slagopikh
dldyvwon tou aoBevh pe xopeia. H xopeia
kAnpovouikns artodoyias Ba avanuBei extevéotepa,
annd Ba avagepBouv v cuvtopia Kal PEPIKES and
TS OUXVOTEPES AITIES €NIKINTNS XOPE(as.

Fevikh npooéyylon tou acBevoUs pe xopeia

O npoteivopevos diayvwaotikds afyopiBuos yia tny
npooéyyion acBevous e xopeia gaivetal avanutka
otwnv gikéva 1. Apxikd, Ba npénel va SieUKpIvIoTel
10 €i60Ss WV UNEPKIVNOIDY Kal 6T OVIws NPOKEITal
yla xopeia kaBms kal ta cuvodd cupnNIUaATa Kal
onpeia nou Ba BonBnoouv otn Siapopikh didyvwon
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T0U 00Bevous. LN ouvéxela, 161aitepn onpacia €xel
0 TPONos eykatdotaons ns xopeias, dnAadn av eixe
oteia n unoteia évapén n eykataotdbnke Bpadéws.

H xopeia ofeias n unoeias eykatdotaons
eival ouvnBws eniktntns aruodoyias. Y€ autés Us
nepintwoels, n Anwn evés avadutkoU 10TopIkoU
T0U 00BgvoUs Kal TS PAPPAKEUTIKAS aywyNns nou
AapBdaver, yia tuxév eApPaka nou npokanouy tny
EUPAvIoN xopeias ws avenBuuntn evépyeia €ival
anapaitntn. EmnAéov, empPannetal n dievépyeia
aneikovions eykepdanou, kabws kal évas evde-
Aexns éneyxos yia niBavd autodvood voohpuatd
oupnepiNapfavépevwy Kal twv Napaveoniacuatukoy
(5). Ze nepintwoels Naibimv YE XOPEia analtetal o
éneyxos yia avuotpentoduaivn O (ASTO) kai anti-
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Eikéva 1. Aiayvwotkéds anydpiBuos yia tnv npocéyyion acBevous e Xopeia

‘ AcBevr\c e yopela |
* ASTO/ADB +  ATopikd MRI
= TSH/T3/T4 , uU(ILlUnF)‘[LI(C‘) eykedalou Owoyeviic T
. Avndn’uod:ohmﬁmu *  lotopkd Xopeia aoBEvie
QVTLOWpATA bappakwv /
* Tevwn alpatog _ -
(moAhuepuBpaipia) *  lotoptkd happakwy
* Panel * ASTO/ADB
TAPAVEOTAAOUATLKV * MRI i‘fv I<£¢|:'(?_\ou
avtlowpdtwy (anti-Hu, * Xopeia Hl_mtlngton
anti-CRMP-5, anti-CASPR2 * AxavBokittapa )
K.0) *  Xahkog/oepoulomhaopivn
(Wilson)
+  AvtipwodoAuubika
AUTOOWLIKT ETUKPATAC Quloglvéetn Autoowuikn uroAemduevn avtiowpata
+ Xopeia Huntington « Bloodsmear, CK ||+ XoAx6c/oepovhomraopivn | |* TSH/T3/T4 ‘
* Huntington-like (McLeod) (vooog Wilson) *  a-peTonpwreivn opoll ,
* (C90RF72/SCA17/SCA1- * OupLKO 0L + AxavBokUTtapa * Panel napaveomhacpankwy
3/DRPLA) (Lesch-Nyhan) +  MRIeykeddAou(NBIA) uvrtowuarw}.'[ant|—Hu,ant|-
* KahoriBngowoyeviigxopeia *  a-petonpwreivn opol CRMP-5, anti-CASPR2 k.a)

DNAse B (ADB) yia tn diepelivnon niBavhs xopeias
Sydenham (6) (eikéva 1).

Yn xopeia pe Bpadeia npoodeutkn eykatdotaon
1b1aitepn éupaon Ba npénel va 606ei otnv Unapén
kAnpovopikoU IotopikoU. Eneita, avanoya e to
I0T0pIKG ToU K&Be aoBevous, o KAIVIKOS 1a1pds Ba
npocavatoniotel avtiotolxa Kal otn OIevEpyela evOs
nio €161koU napakiivikoU eAéyxou (eikdva 1).

MNéte tiBetal unoyia kANpovopIKNs xopeias;

And 10 10T0PIKO KAl TNV AVTUKEIPEVIKN €E£TA0N TOU
a0BevouUs o KAIVIKOS 1aTpds UNopei va unoyiaotel tn
YEVEUKNA QUON pias xopeias. H napoucia aoBevous
OTO OIKOYEVEIOKS 10TOPIKG anotenei Ioxupn évoeign
Nou NAPANEUNEl O YEVEUKO vOoNnua. To OIKOYeVEIaKO
Iotopiké Ba npénel va NapPBdvetal evoeNexws Kal
va nepifapPaver touAdxiotov TPEIS YEVIES. TNV
nAglovoOTNTa TwV NEPINTWOEWY KANPOVOUIKNS
xopefas, n petaBifpaon tou yovidiou yivetal pe
aUTOOWHATIKG €nikpatntikd poéno. Andadn n
nmbavotnta petafifaons tou naboAoyikoy yovidiou
nou npokadei tn véoo 1coutal pe 50% yia kaBe
anoyovo. X& €va aUTOOWHATKO ENIKPATNTUKS vOona,
6nws yia napédeiypa n véoos Huntington, avayévetal
n Unapé&n vooouviwy atdpwy os KABe yevid (kGBetn
kAnpovopikdtnta). Xn nepintwon unodeindpevns
XOpEias, UNopei va unapxouv NepioootePOl anod Evas
naoxovies otnv idia yevid (opifdvua kAnpovopikotnta),
xwpis ndoxovta yovéa. Emnagov, ouvodés Siatapaxes
and 1o veuplkd N kal dAfa cucthuata pnopsi va
NApAnéPnouV OE CUYKEKPIUEVES YEVETUKES KAIVIKES
ovtotntes, Onws oupPaiver yia napddeiyua otn xopeia

tou Huntington pe t ouxvh ouvinapén Yuxiatpikwv
dlatapaxwv N otnv kKanohBn KANPOVOUIKA XopEia Je
™ ouxvh ouvunapén unoBupeoeidiopou.

To npoéfAnpa tou onopadikoU acBevn

H anouoia kAnpovopikoU IotopikoU Oe cuvendyetal
Kal anokAdgiop6 tou evbexopévou KANPOVOUIKAS
xopeias. MonAés arties unopouv va epuNveUcOUY
v anouaoia cagouUs OIKOYeVEIOKOU 10TOPIKOU, Yia
napadelypa, o€ PIKPES OIKOYEVEIES, O UIOBEaTies Kal
o€ npwipgous Bavatous and dnna afua. Enions, gival
duvatdv va ugiotatal weudhns NATPOTNTA KAl CUVENWDS
Weudws apvnTkd oIkoyevelakd 1otopikd. TéNos, a&icel
va avagepBei kal n Unap&n NePINTWOEWVY Pe Evapén
vooou og oyiun nAikia, 6nws yia napadelypa ot
vooo tou Huntington, énou pnopei va anoucialouv
anna npooPePinuéva pénn (7).

H kAnpovopikh xopeia ondvia eugavicetal de novo
(npn gupavion naBofoyikns petaddayns). Autd
o@einetal oto yeyovos 6T yia th Xxopeia tou Huntington,
nou ival Jakpav n ouxvotepn KANPOVOUIKN XOpEia,
guBuvovtal duvapikés petannayes (enavannyels
tpivoukdeoudiwv CAG). Zus duvapikés petaniayés
10 YeVEUKS opAanua Petaniniel apxika o€ eninedo npo-
petédnnaéns (augnpévos apiBuods enavanhyewv CAG
xwpis kAIVIKA €ikéva), n onoia gival aotadns kar pnopei
va dwoel otn ouvéxela nabonoyikd apiBud CAG pe
hepikh h nAnpn dieicdutkotnta. X1a voohuatd Ye
duvapikés petannayés NapatnPEital 1o Gpavopevo s
enioneuons. Andadn, doo peyanUtepos o aplBuoés
twv enavadnyewv CAG, 1600 nio vwpis n évapén s
vooou. Agbopgvns tns aotdBeIas ToU ENEKTETAPEVOU

Neupofloyia 24: 5-2015, 14-20
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TUAPATOS ToU yovidiou Nou NPOKUNTEl KUpiws Katd
v natpikn petafifaon tou nabonoyikou yovidiou
ot vooo Huntington, ouxvd o1 andyovol vooouv o€
HIKpOTEPN NAIKIa anod Tous yovels.

Ytn ouvéxela Ba avantuxBoulv nepiAnnukd
OPICPEVES and TS CUXVOTEPES AITiES TOOO KANPOVOUIKNS
GO0 Kal ENIKINTNS XOpPEias.

Xopeia kAnpovopikns aruofoyias

H xopeia tou Huntington

Kupiapxo eknpdowno tns Katnyopias xXopeia
kAnpovopikhs aluofoyias anotedsi n xopeia tou
Huntington. Eival pia autocwpatukn enikpatns
veupoek@uAIoTUKA aoBévela nou xapaktnpidetal
andé tnv kAaolkh 1p1dda ocupntwpdtwyv: 1.
XOPEIOABETWOIKES KIVACEIS, 2. NPO0OEUTIKA EKNTWON
TWVY VONTIKWV AEITOUPYIWMV Kal 3. PUXIKES SIATAPAXES.
O eninodacpés tns vOOOU NAYKOOWiws avépxetal
o€ 4-7/100.000. Xtov €AAnvikd nAnBuoud, o
emnonaopoés ekupdtal o€ 4/100.000 (8). H vooos
ekbnAwvetal ouvhBws petatu tns 4ns kal 5ns
bekaetias. EEaipeon anotenel n ondavia veavikh poppn
s véoou Huntington n véoos Westphal (juvenile
Huntington disease-JHD), otnv onoia n évap&n twv
oupntwpdtwy tonoBeteital npiv v nAikia twv 20
ETQV PE ENIKpETNON ot KAIVIKA €1KkéVa ths duokapyias
KAl TNS UMEPTOVIAS. € QUTES TUS NEPINTWOEIS CUXVA
ti6etal Siayvwotkd npoéPAnpa nou nepifapBavel
kal to dinnppa dievépyeias yeveukoU enéyxou (9).
Onws npoava@épbnke, n vdoos UNopEi va eupaviobel
Kal o€ peyanutepn nAikia tns avapevopevns (>60
€1WV),(vooos Huntington éyipou evap&ews) (7).

To uneuBuvo yovidio tns véoou Huntington
evronidetal oto xpwpdowua 4p16.3 kal KwdIKonol-
€l v npwteivn «huntingtin» (HTT). H petaddayn
ouviotatal og augnpévo apiBud enavanhyewy
tpivoukneotudiwv CAG (>40). O apiBuds enavafnyewy
pIvoukieoudiwv ouoxetiCetal aviiotpo®a pE tnv
nAikia évap&ns ts vooou, SnAadh 6oo nepIoodTePES
enavadnyels tpivoukieoudiwy, 1600 vwpitepa
EU@avidovtal Ta cUPNTOPATa Tns véoou (enioneucn/
anticipation). Enavannyels tpivoukigotbiwyv and
40 kal navw oxetiCovtal pe nAnpn dieicdutkdnta
s vooou. Xe enavannyels 36-39 undpxel Pepikn
b1e106UTKOTNTA, KAl O POPEAS UMOPES VA PN VOCNOEI.
Enavannyels 27-35 avagépovial ws npopetanideels,
nou onpaivel 6t o popéas dev Ba voonael, annd
kivbuveUel va anokthoel naidi Ye nepIoocOTePES
enavannels nou evOEXeTal va VOONOE.

H Bepaneia eival cupntwpatkn kal n npdyvwon
eivar duopevns, kaBws ol aoBeveis katanhyouv 10-
20 éin petd v évapén twv ocupntwpdtwy (10). Xn
payvnukn togoypa®ia napatnpeital atpogia twyv
KEPKOPOPwWV nuphvwy (eIkdva 2). Me to poplakd
YEVETKO éneyxo unopei va tebei BéRain didyvwon
otov NGoXovtd Kal va evioniaBolv TUxdV UYIEIS popEis

Neuponoyia 24: 5-2015, 14-20

Eikova 2. Atpogia twv KEPKOPOPWY MUPNVwWY
og aoBevn pe xopeia Huntington

tou naBonoyikoU yovidiou. Enions, €ival epIKTA N
npaypatonoinon npoyevvnukoU €Agyxou WOTE va
ano@euxBei n petafifaon tou nabofoyikou yovidiou
OUS ENOEVES YEVIES.

Huntington disease-like ouvépopa

Ta Huntington-like cuvépopa (HD-Like syndromes
n HD phenocopies) ival vochpata ye kAivikn gikéva
napanAnoia pe auth s véoou Huntington, anid
apvNTKO POPIaKS YEVEUKO €Rgyxo yia tnv uneuBuvn
petannayn s HTT. Mepinou to 1% twv acBevav pe
wnikd eaivéwuno véoou Huntington, avhkouv og
ka@noio ano ta HD-like ouvdpopa (11). Qs nio cuxvh
yeveukn arta wv Huntington-like cuvdpopwy gépetal
pia e€avoukigoudikh enavafnyn oto yovidio C9ORF72
(12,13). AkoAouBouv os ouxvotnta n SCA17, kai
SCAT1-3, n HD-like 2 og Agpikavikous nAnBuopous,
kal onavidtepa n DRPLA, veupogeppiuvondBeia kal
veupoakavBokUtwon (14). Exel avagepBei kal pia
nepintwon EAAnva aoBevh ue xopeia otov onoio
evioniotnke petadnayh SCA8 (15).

NeupoakavBokUtwon

Mpokeital yid pia opdda ondviwv KANPOVOUIKDY
VEUPOEKPUAIOTUKWDY OUVOPOUWY PE XOPAKTNPIOTKN
€IKOVA TNV NAPOUGia akavBoKUTIAPWY OTO NEPIPEPIKO
afpga og noocootd ndvw and 10% twv epubpv
aIgooPaIpiwy.

Tn katwnyopia auth nepidapPBdvovtarl ta eEns:
xopeia-akavBokUtwon (ChAc), olvépopo MclLeod
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(MLS), HD-like 2 kai PKAN (pantothenate kinase-
associated neurodegeneration).

H évapé&n tns xopeias-akavBokUtwons tonobeteital
Katd tnv 3n-4n dekaetia, ouvNBwS e NEPICTOPATIKES
unepkivnoies SuotovikoU tinou Kal e€enicoetal o
YEVIKEUPEVN XOpEia Pe vontkh ékntwon. Xta nAaioia
auths tns KAIVIKAS ovIOTNTAS PMNOPEl va eUeaviotolV
enions napkivoovioués, duotovia, enNNNNTKES KPIoEIs
kar aloBnukh agovikh veupondBeia. Zuxvé cuvundpxel
diatapaxh npoownikdTNTas Kal cupnepipopds. H
unevBuvn yia tn vdoo petadnayn gpépetal oto yovidio
VPS13A, oto xpwuodowpa 9 kal yetapifddletal pe
autooWPATKO unoneinépevo 1poéno. H Bepaneia eival
anokAEIoUKA oupntwpatkn (16).

KaAonBns oikoyevns xopeia (BHC)

H kafonBns kAnpovopikh xopeia givar éva ondvio
auTooWHATKSG ENIKPATES OUVOPOUO PE €vapén otnv
naidikh nAikia. Mponyeital cuvhBws n duoxépeia
Bdadions kal énetal n xopeia, xwpis dPws va
ouvodelstal and yvwolakes N PUXIKES OIaTaPaxEs.
H €c€nitn tns vooou eival pn npoodguukn kai 1o 1/3
Twv aoBevv napatnpel BeAtiwon otn xopeia pe
napodo s nAikias. Metandayés oto yovidio NKX-2-1
(Nnpwnv TITF1 oto xpwudowpa 14g13.3) éxouv evioni-
Otel og PEPIKES OIkoyéveles, annd oxi os Gnes. 1biaitepn
onpacia dlayvwotkd éxel 1o yeyovos OU ouxvd
ouvundpxel nveupovondBeia kar unoBupeoeldIoUos.
MNa 1o Adyo autd, n kanohBns oikoyevhs xopeia
evtdooetal ota nAaiola evés eupUtepou ouvdpbduou
(Xuvbpopo eykepanou-nvelpovos-Bupeoeldous,
Brain-lung-thyroid syndrome) (17).

Mapo&uopuikés buokivnoies

Yta nAaiola auths tns opdadas twv NApoEUCUIKDY
dUOKIVNOIMVY PMNOoPEl va eP@aviotel Kal Xopeia.
TUVNBWS 01 XOPEIOKES AUTES KIVNOEIS dlapkoUv and
Afya Aentd éws PEPIKES WPES Kal EVOEXETAI VA UNGPXEI
KAMolos ekAUTIKOS Napdyovias énws n aoknon.
Y€ KAMOIES NEPINTDOEIS PE AUTOOWMIKO EMIKPATA
XOPAKTNPa €Xouv evioniotel Npdogata petaniayes
oto yovibio PRRT2 (19).

Xopeia eniktntns aruofoyias

Xopeia tou Sydenham (n eAdoowv xopeia)

H xopeia tou Sydenham anotenei pia and us kUpies
eNINokEs Tou peupatkoU nupetou. E§akonoubel va
Bewpeital n Npwtn artia aipvidias eypdvions xopeias
otwnv naibikh nAikia, napd v paydaia peiwon tou
eninofacpou ths vdooU COUS avantuydEéves XWpPes (18).
To kAvikd pdopa s véoou nepiapPAvel Xxopelakés
KIVAOEIS, tics, PEIwpEVo puikd TOVOo, dIatapaxes ou-
UNEPIPOPAS Kal vONTKES Olatapaxés. Av Kal n xopeid
tou Sydenham oxetietal ye avoconoyikh andvinon
0€ OTPEMTOKOKKIKN AoiuwEN, 0 akpifns naboyeveukos

pnxaviopos s véoou Sev éxel dianeukavBel. Mevikd,
éxel kaih npoyvwon, kabws unoxwpsei otadiakd pe
n Bepaneia Tou peupatikoU nupetou (14).

Xopeia tns kunons (Chorea Gravidarum)

Qs xopeia tns KUnons opiletal KABs xopeia e
évap&n katd tnv nepiodo s KUNoNs. uxvd auth
n xopeia ival deuteponabous aitonoyias Pe o
avupwoponinidikd cuvdpopo Kal 10 CUCTNHATKS
€pUBNUATWON AUKO va anoteAoUV TS MIO CUXVES
UMOKEIPEVES alties tns. TuvnBws dev anaiteital
(PUPHOKEUTKN aywyn Kal upietal petd tov toketod (19).

Huixopeia-HuiBaAniouos

H npixopeia ocuviotatal otnv gypavion
XOPEIAKOPOPPWY KIVACEWY NMou neplopidovial oto éva
NpIKGPIo Tou ompatos. MNMoAnés popés cuvunapxouv
kal BaAnioukés unepkivnaies oto i61o nuIydpio (Npi-
Banniopods). H npixopeia otnv nAsiovotnta twv
nePINTOEWY Eival ayyelakns aruonfoyias, 161aitepa
o€ nepintwon aigpvibias eykatdotaons. ©a npénel
va dlgpeuvdtal n Unap&n oty otov avtinAgupo
Bdanapo, ota Baoikd yayynia N oe cUOXEUCOUEVES
ouvbéoels tous (20).

Xopeia papuakeutikns aitiodoyias

NAnBos eapudkwy unopouv va npokanéoouv
XOpEia ws aveniBupntn evépyela. Zuxvd napatnpeital
XOPEIa OTOUS NAPKIVoovikoUs aoBeveis and
Anyn levodopa. Adfa uneuBuva pdpuaka ival ta
avueniAnnukd, 6nws n eaivutoivn. H xopeia auth eival
ouvNBws avaotpéyiun pe t diakonh tou uneuBuvou
QaPPAKOU, av Kal éxouv avapepBEl NepINTMOEIS Gnou
bev unhp&e NnAnpns UPEon Twv KIVAcEwY (21).

dappakeutkh AVUPETONION TNS XOPEias

H évap&n pappakeuTkAs aywyns yia tn xopeia
yivetal poévo 6tav auth anotedsl onpavukd epnédio
otn AgitoupyIkdTNTa Tou aoBevoUs otnv KaBnpepivh
(wh. H avupetdnion s xopeias QapuUaKeUTIKA
npaydatonoleital cuvhBws pe t xphon veupoAnmTuKbv
Qapudkwy. Zuxvd xpnolgonolouvial n afongpidénn,
n oflavanivn kai n pionepidovn (14). H xphon tous
anaitel npoooxh oe aoBeveis pe ouvodd akivnukh-
duokapnukh cupntwpatodoyia d16U pnopsi va
ep@avioouv napkivooviopd. AlAo vedtepo PAPPAKO
Mou XPNOIYOMOIETAl YIA TNV AVUPETDMNION TNS XOPEIAS
eivar n tetpaPevadivn (22). Qotdoo, n tetpafevadivn
éxel ouoxeuoBei pe augnuévn enintwon katabaiyns
Kal ynopsi va npokaf€osl Kal auth NApKIVOOVIOUO,
OUVENWS xopnyeital pe enipunagn cuvnBws dnou
bev pnopouv va xpnoipgonomBouv A anéwxav ta
veuponnnukd. Xus nepintwoels deuteponabous
xopeias, 6a Npénel va avupetwnIoTel 10 UNOKEIPEVO
voonua pe v katdAnnAn Bepansutkn aywyn, 6nou
auto gival EQIKTO.
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Nedtepa 6edopéva

Mpbéoata evioniotnke pia véa e€avoukneotdikn
enavannyn o€ pia pyn kwdikonoloUoa NepIoxn
Tou yovidiou CI9ORF72 guBuvopevn yia xopeia. H
enavannyn auth €xel cuoxetoBei nafaidtepa pe v
EUPAVION PETWMNOKPOTAPIKNS ekpUions kal nAayias
puatpoikns okAhpuvons, kal otov eAAnvikd nan-
Buopo (23). Zupewva ye i vedtepn BifAioypaia,
n petadiayn auth anotelel tnv Nio cuxvh YEVETKN
arta twv Huntington-like ouvépdpwv (12), yeyovos
nou eniBeRaimBnke npdo@ata Kal otov eAANVIKS
nAnBuop6 (13).

‘Ooov apopd tn Bepaneutkh avuPEIONION NS
xopeias, unépxouv avagopés nou d1aniocTwvouV
Bentiwon oe aoBevels Nou xpnolpononBnke deep
brain stimulation(DBS), 181aitepa og voohpata énws
n véoos Huntington kai n xopeia-akavBokUttwon
(24). Qotéoo, av kal noAAd unooxéuevn Bepaneia,
Bpioketal akéun og neipapaukd otddio kal apopd
HOVO avBektKES HopPEs nou dev enéyxovial Pe TN
ouvNBn QapPUaKEUTKN aywyn.

Zupnepaopata

Yuvoyilovtas, n xopeia o peydndo Nocootd
opeinetal oe yeveukd afua. Evoei€els dnws n tnapén
andwv PeADV NS OIKOYEVEIAS TOU NAOXOoVIa WE
xopeia N aAna veEupoWuXIATPIKA cupniopata,
bev Ba npénel va diagpeuyouv anod tous KAIVIKOUS
veupondyous. Qotdoo, n anoucia KANPOVOUIKOU
IOTOPIKOU € onpaivel kal anokAgIoUd TwV YEVEUKWDV
voonpdtwv. Emniéov, oUs NEPINTMOEIS PUE YEVEUKO
unoéPabpo pnopei va anogeuxBei n petaifaon
twv nabonoyikwy yovibiwv ous SI000XIKES YEVIES PE
v katdNAnANn yeveukn cupBouni Kal tov €yKaipo
NpoyevwwnuKod €neyxo.

Inpeia kA€1616

¢ H xopeia ouvundpxel cuxvd pe AANes unepkivnoies
6nws n abétwon.

¢ H Unapé&n kAnpovopikoU IotopikoU anotenel Ioxupn
évoeIEn xopeias yeveukns aruofoyias.

¢ H anouaia kAnpovopikoU 10TopikoU ev anokAeiel
v KAnpovopIikN XopeEia.

¢ H xopeia yeveukns aiuonoyias petafifaletal oty
nAgiovoTNTa NS E AUTOOWUATKG EMIKPATh TPOMO.

® H véoos Huntington anoteei tn cuxvétepn aitia
KANPOVOUIKAS XOpEias.

* H xopeia tou Sydenham eivai 1o kupldtEPO aitio
eniktntns xopeias otnv naidikh nAikia.

e Odppako ekAoyNs yia Ts NEPINTWOEIS MOU N XOpPEia
ennpeddel coBapd tn AgitoupyikdTNTa tou aoBevous
anoteouv ta veuponnnuKa.

® To C90ORF72 yovibio anoteei v Nio ouXvN YEVETIKA
artia twv Huntington-like cuvépopwv.
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