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NMwooikés diatapaxés otn véoo tou Huntington
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MNepiAnyn

H xopeia tou Huntington €ival éva kANpovopiké veupoekpuAIouko véonpd, To ornoio ouvodeuetal anod Xo-
PEIOKES KIVhaEls, Slatapaxés oupnepipopds, avola Kal diatapaxés tou Adyou. Yndpxouv evoeitels 6t o No-
yos BAANTETal NpWIPa otV UNoKeiuevn vooo npiv aképa ekdnAwBoUv KIvNTKES 1 vontikés diatapaxés. H ou-
YKEKPIPEVN avaoKOnnon Napouadidlel TS KUPIOTEPES EDEUVES MOU APOPOUV TS HIaTApaxEs Tou Ndyou Kal Tov
TPOMNO OUOXETONS TOUS PE TN VEUPOAVATOUIa TS Napandvw vOoou. Z€ Jia and autés, Bpébnke cuoxéuaon tns
unepkivnofas pe tnv au€npévn xphon Kavovwy otd phpatd, kKaBms Karl tns unokivnoias pe eAdTiwaon s xpn-
ons twv kavovwy autwv. Adfes penfétes édeiCav du n petwnopaBdwth ekpunion otn vooo tou Huntington
npokanei ekteAeoukn duonertoupyia pe ewvooyikés diatapaxés, v dIatnpeital ota apxikd Toundxiotov
otadia n evvoloAoyIKA PvApn, KaBms auth avinpoowneUeTal O KPOTAPIKES KAl KPOTAPOPPEYUATKES MEPI-
oxés. H exteAeoukn duoneitoupyia eival paveph o€ pop@PoAoyIKES Kal CUVIAKTKES OoKIpaaies, dnws Kal oe
dokipaoies pe v aplBunukn npdén tns agaipeons. And v andn pepid n diatapaxn otous Kavoves oUvia-
&ns oxetiCetal pe v €€€NIEN tns vooou.

Né€eis Eupetnpiou: Xopeia tou Huntington, yAwaooikés diatapaxés, petwnopafdwtn ekpunion
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Abstract

Huntington's disease (HD) is a hereditary neurodegenerative disorder, associated with chorea and dementia,
together with behavioral and language disorders. These disorders may appear early in the disease process
before the developement of motor and cognitive dysfunction. This review focuses on the research
concerning language disorders in HD and their associated neuroanatomical substrate. One of the main
findings indicates a correlation of hyperkinesia with excess use of verbs, whereas hypokinesia associated
with suppressed use of verbs. Further studies have shown that frontostriatal degeneration in HD causes
executive dysfunction with phonologic difficulties while semantic memory is maintained in the early stages,
since its function is based on temporal and parietal regions. This executive dysfunction could be revealed
by morphological, syntactic and subtraction tests performed at the patient’s bedside. On the other hand
syntactic rule abilities (use of verbs) seem to correlate with the clinical staging of the disease.
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Eicaywyn

H vdoos tou Huntington eival éva autoowpiko Ku-
piapxo veupoekUAIoTKS vOonpua PE ouxvoTNta -
@avions 3-7/100.000 nAnBuopou otn A. Eupmnn kal
B. Apegpikn™>. Kaivikd n vooos xapaktnpiletal anod xo-
PEIOKES KIVACEIS, Avola Kal S1atapaxés CUPNEPIPOPAS.
Av Kal n xopeia givar n nio xapakmpIoukh Kivnukh Oi-
atapaxn, n véoos pnopei va cuvodeletal ané diata-
paxés otnv opBanpokivnon, napkivoovioud, duatovia
(juvenile Huntington), puodkiovo, ataia, ducapBOpia,
duopayia kal onacukotnta, evid Kabws eCeficoetal n
xopeia avukaBiotatal and ductovia kar Bpadukivn-

0ia®1%. H katédBAiyn, pe ocuxvh CUVENEIQ TNV QUTOKTO-
via, ival n nio kovh yuxiatpikh ekdnAwon, eva dev
anouaidlouv kpioels Navikou, Yaviakd Kal YUXWUKA
eneic6dia 7. O1 aoBevels pe vooo Huntington ep-
@avidouv yvwoukh ékntwon, Bpadutnta s okéwns
kal diatapaxés tou Ndyou. O1 tedeutales paivetal va
oxetidovtal pe v ekpUAIon Tou veopaPfdwtol owpa-
T0S Kal Twv petwnopadwimyv 0dwv. Aedopévou éu
n véoos eival KANpovopikh €yivav PeAETES NoU Npo-
ondbnoav va cuoxetioouv Us YyAWOOIKES SIATaPAXES
UE Ta avaTopIKA KUKAMUATA TS vOOOU Kal JE TS Ki-
VNTKES NS OIATAPAXES.
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leveukn Kal nopegia tns vooou

H véoos npokaneital and v au&§npévn enava-
Anyn tou tpivoukdeoudiou CAG (kutooivn-adevivn-
youavivn) oto yovidio tns npwteivns huntingtin oto
xpwpoéowpa 4p16.3™>. Y1a guolodoyikd XpwUOom-
pata n adfndouxia tou CAG kupaivetar and 10-29
enavannyels, evdd otn Huntington ané 36-121, pe
CAG>40 va ouvobdeuetal and peyann dieiodutkotn-
1a%8. H nAikia évapns tns vooou eival cuvhBws thv
3" pe 4" dekaetia, annd pnopsi va noikidnel (ané nai-
bikn nAikia pexpl 7" dekaetia). Otav n évapén s vo-
oou yivel npiv and to 20° €1os 1ote NPOKeItal yia v
noikinia Westphall (juvenile Huntington), n onoia ou-
vodeUetal and autnuévn enavannyn v CAG afin-
Aouxicv (>55). H aunpévn enavannyn twv napana-
vw afddnfouxicv oxetiCetal oe nocootd 60% pe tnv
nAikia évap&ns ts vooou (6oo peyanutepn enavann-
wn, t6oo nio Np®IPN n nAikia évapéns), v Gev npo-
BRénel tn coPapodtnta kai tnv E€NIEN tns vooou's20.

Xtn Huntington epgavidetal andneia veupikby KUT-
tdpwv Kal atpo@ia oto veopdBOwtd omua (KEPKOPO-
pos nuphnvas kal kEAuQos), kabws Kal o Pabiés ou-
Bades tou eykepanikoU gAolou (3,5,6). Avadoya pe
v €€€AIEN TS, atpogia pnopei va napatnpnBef otnv
wxpé oeaipa, B&Aapo, unoBanapo, pénaiva ouoia
Kal napeykepanida?’. Adyw tns ekpuaioukhs s QuU-
ons n nopeia s gival npoodgutikh pe Ak katdnn-
€n 10 Bdvato (ouvnBws 15-20 xpdvia and v évap-
€n twv oupntwpdtwy)'®2. Bepaneia nou va eunodi-
Ce1 inv €€€MIEN ns vooou Oev undpxel kail ol aoBeveis
avupetwnidovial CUPNTWHATKA e avUPUXWOIKE QAap-
paka, ev kai n tetpapnevadivn gival apketd anotene-
OopaTUKA otV KataotoAh twv KIVNTUK®V Siatapaxav. H
wuxofoyikn unoothpign twv aoBevdv pnopei va yi-
Vel Pe avukataBAinukd Kal yeveukn oupfouneutikh??.

MeAétn Ullman

O M.Ullman penétnoe us diatapaxés tou Adyou otn
v6o0 Baacifdpevos otnv undBeon éu n yidooa ano-
teneital anoé 1o «mental lexicon» nou agopd us ano-
Bnkeupéves otn pvhun AEEeIs, Ta WVNIKA, TNV €v-
volofoyIKh onpaocia tous (tuua Tou aplotepoU KPo-
TaQIkoU Kal KpotagoPpeypatkoUu Nofou, declarative
memory) Kal 1o «mental grammar» nou apopd v
napaywyn kavévwy kal 1o cuvoéuaopd AéEewy ous
npotdoels (tuhpa tou petwnopafdwiol cucthpa-
105)%. ZUvenas, n v.Huntington Adyw petwnopaBdw-
s eKPUAIONS PaiVETAl VO €XEl OXEON E TNV EQAPHO-
YN ypappatukov kavévwy (mental grammar). Enel-
On o1 epyaoies yia tnv EpapPoyh YPAUUATK®OV Kavo-
vwv kai Neginoyiou dev Eexwpilouv ta duo npoava-
@epBévta €ibn pvhpns?* o Ullman epdppooe o 17
aoBeveis (ue untpikh yAdooa v ayyAdikn) , éva anno
yAWOoOoIKS TeOT Yetatponns opany, avopanwy, Ju-
Bonnaotukwy opany kar pubonAactk®Y avipaiwy
pnudtwy otov aopioto xpdévo (Pubondaotkd phpa-
ta gival autd nou Sgv UNApxouy, €Xouv OPWS Aeku-
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kA dopn opadwv h aviopadwy pnpdtwy). H vocos
eival yvwaotd 6t npokanel KIVNTKES SIaTapaxes PEow
a) Tou avaotantukoU éuuecou KUKAMPAToS nou odn-
yel og unepdigyepon tou KivnukoU @AoloU Kal Cuve-
nws unepkivnofes kal B) tou SleyeptkoU APECOU Ku-
kAMPatos nou odnyei o avactonn Tou Petwniaiou
¢@Aolou pe ouvénela v unokivnoia?®. MpoondBnos
VO OUOXETIOE! TS KIVNTIKES O1aTAPaXxES Tns vOoou (Unep-
Kivnoia h unokivnofa) pe avtiotoixa Aekukd poviéna
Mou agopoUcoav Tous Kavoves ypaupatkns, Baoilo-
HEVOS otnv undBeon G 01 VEUPMVES NMOU apopoulv
v kivnon gival avtioToixol Pe autous tou Adyou?e.

H epappoyn twv teot avédeiEe duo €16wv AGON
otous aoBeveis: a) augnuévn xphon Twv Kavovwy
(overregulization, n.x. lookeded) kai B) xphon ou-
ykekpipevns kataanéns (n.x. look-id), too ota opa-
Ad 6oo kal ota pubonAacukd opand phuata e Ape-
on €€dptnon and to Pabud xopeias twv acbeviv
(6nws ekuphBnke and v kAaipaka Unified Huntington
Disease Rating Scale-UHDRS). Ocov agopd ta avd-
panda phpata dev napatphBnkav avtiotoixa A4ON,
adnd napatnpnBnke kal o autd PETd TN PETATPONN
TOUS €MINAEOV XpNON TwvV Kavovwy Twv opandv pn-
pétwv (n.x. dig-dug-dugged f digged). Enfons, ot
aoBeveis pe unokivnoia napampnBnkav AkAItes pop-
®és pnpdtwv (unmarked forms) yia opand kail puBo-
nAaotukd phuata (e§aipdvias 1o Babud ins xopeias
Tous kal AapBavovtas unoéyn pévo to Babuod Ppadu-
Kivnofas tous)?’.

Affes épeuves diatapax@v tou Adyou Kal

GUVATOMIK®WV KUKAWHATWY

Menétes eCétacav aoBeveis pe Huntington ws npos
N AekukN euPPAdEId O KATNYOPIES PWVNUIKDV Kal
evvoloAoyIK®V SOKIPACIDY KaBms og xphon pnuatwy
O€ OUYKeKkpIuévo xpovo (60sec). O1 aoBeveis napou-
ofaoav tnv kadUtepn enidoon tous ota evvolonoyika
TECT KAl TN XEIPOTEPN Ota PpwvonoyIKd, yeyovos nou
avadelkvUel du ot ouykekpipévn vooo de BAdntetal
n evvolonoyikn pvhpn (semantic memory, (Whpa s
declarative memory), nou €dpddetal ouS KPOTAPIKES
KOl KPOTA(POPRPEYUATKES MEPIOXES. TAUTOXPOVA EYIVE
pavepd 6T N petwnopafdwth ekpunion odnyei otnv
ektedeotkn duonertoupyia kar og aduvapia avakan-
ons NANpo@opIMV Kal diatapaxh NPoooxns?.

Avtiotoixes petaBonés napatnphBnkav kai o€ épeu-
va nou nepigixe dokiyaoies xapnAhs kal uynins Aeg-
konoyikns enifoyns, énou o xpdvos avtibpaons twv
aoBevv Atav peyadutepos anod to uyigs Oeiypa. Ol
noQtpovikés topoypapies (PET) €dsiav 6u katd n
bi1Gpkela twv SOKIPACIWY, OTOUS UYIEIS evEpyonoloU-
VIaVv N apIoTEPN KATMTEPN KPOTAPIKN €AIKA, EVHD OTOUS
aoBeveis pe vooo Huntington, n édneiyn tns napa-
Navw evepyonoinons €ixe ev yepEl avukataotabel and
i Opaoctnpionoinon s apiotephs ungpxeinias €Aikas
Kal s 6eids kdtw petwniaias éAikas. H evepyonoi-
Non Twv NEPIOXWV AUV otous aobeveis BonBouoe
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MNivakas 1: Kupiétepes penétes ylwoooAoyIKwV EUpNpATwyY

otn vooo Huntington

(Azambuja M.)

Menén Mwooodoyika Eupnpata
1. Ullman M. e Juoxéuon pe xopeia: a) augnuévn xpn-
on Kavovawy, B) XpNhon CUYKEKPIPEVNS
katdAngns o€ opand kal puBonAaotukd
opand pnpata, mbavh auénpévn xph-
on Kavovwy Kal oe avdpana
e JYuoxéuon pe Bpadukivnoia: akAItes
pop®és o€ opand kal pubonnaotkd
opand phpata
2. Semantic, e Kadutepn eniboon og evvoloAoyikd
phonologic, teot (katovopaoia {Dwv)
and verb e Méon enidoon o€ te0T pnUdTwy
fluency e Xelpotepn €nibOON O PWVNUIKG TEOT

3. PET study o
(Lepron E)

AIOTOPAXES O€ TE0T PYE OUCIAOTUKA Kal
phpata o€ annés Ne€ikoNoyikés ouv-

e Onkes

MeyanUtepes dlatapaxés o€ auEnpué-
vV anaithoewv Ae§ikonoyikés ouven-
KES

4. | Teichmann M. .

MpoPAnuata epappoyns Kavovwy oe

pop@onoyIkd TeEoT

¢ [lpoBAnuata Epappoyns Kavovwy o
OUVTAKUK{ Teot

¢ [lpoBAnuata Epappoyns Kavovwy o
ap1Bunukd teot (apaipeon)

e EEaipgoels pe kanh epappoyn twv na-

panavw

5. Language .
impairment in
Huntington'’s °
disease °
(Azambuja M.)

MpoPAnpata eneepyacias npoeopl-
Kou kal ypantou Adyou

Alatapaxn die€aywyns oupnepaoud-
Twv

Aigtapaxn aphynons kai npiauBopun-
e Tt0U Adyou

e Ekteneouxn duonertoupyia

‘Hnies anAoioels ota onuKoxwpIKA Kal
gvvoloNoyIKd TeoT (Mpoxwpnuéva otd-
d1a vooou)

EAMHMNIXH
NEYPOACTIKH | |
ETAIPELA L=

otV napaywyh twv AEEewv?.

I6laitepo evbiapépov napouciace n pefétn nou
npayuatonoinBnke os faAnous acBbeveis otadiou | kal
II. H epappoyn twv yAwooIKhy Kavévwy anodeixn-
KE O€ Hop@oAoYIKO, CUVTAKTKS Kal apIBuntkd enfne-
00, ocup@wvwvtas pe tnv unoBeon Ullman, napouoi-
dotnkav Opws Kal eEAIPEDEIS. TUYKEKPIPEva, BpEdn-
Kav aoBevels pe avennpéaotn popeonoyia otn xph-
on kavévwy og opand kar avpana phuata, ot ou-
via€n, evd ota pabnpaukd teot epgaviotnke npdPan-
ga pévo otnv npdén tns agaipeons (Ox1 tou nonna-
nAaciacpou). Ta napandvw anoteféopata oxetido-
vtal niBavms pe T ouvBetn eUON TWV YPAUUATKWOY

kavovwyv otn yaddikh yAwooa, evd n opbn dieca-
ywyh twv npé&ewv noAdaniaociacpou dikalonoyei-
tal andé m pvhpn nou dnpioupynBnke Katé t oxo-
Aikh nepiodo kar avakaneital oty NPokeIPEvn nepi-
ntwon. EmnAéov, n napandvw Pe€tn CUOXEUOoE a
ouvtaktukd AdBn pe tnv €€€MIEN ths véoou pe Bdon
10 AdYO TWV KEPKOPOPWV NUPNHVWY, KAT 10 onofo O
ouvoEBNKe pe ta popPonoyikd kal apiBuntkd AGon.
Autd unopei va odnynoel oto cupnépacua éu niba-
vov gpnagkovial S1apopetkd kKukAdpata yia diago-
PETKOUS TUNOUS Kavovwy®e,

Mia dAdn penétn nou €yive o aobeveis anod v
Bpadinia kai Moptoyadia avébeite endeipata o€ doki-
paofes nou anaitolv ekAentuopévn ene€epyacia tou
unikoU (onuké-evvolonoyikn dlapoponoinon), KaBws
Kal o€ eKteveis diepyaoies nou xpeidloviav ofokANpw-
on kal eEaywyh oupnepacpdtwy. Enions, napatnpn-
Bnkav npoPAnpata otnv napaywyn nuiaubBdpuntns
yAooas kar otnv aghynon. Epdoov ta Bacikd yay-
yAia epnnékovtal ous Siadikaoies pddbnons, olviagns
Kal avékinons AeCifoyiou, kaBws n vdoos Npoxwpd-
€l Npos 1o PRold epgavidovial oNuKoXwEIKE Kal v-
volonoyiké enfeipata®’ nou anodeikvdouv tn ¢Roli-
kn e€dndwon s vooou.

O1 napandvw penétes pe us avtiotoixes yiwooofo-
yIkés diatapaxés ouvoyilovtar otov nivaka 1.

Epgavion diatapax@v tou AOYyou o€ Ppopeis

yovibiou tns Huntington

Ano us €peuves 0g AOUPNTWHATIKOUS POPE(S NS
vOOOU (PAvNKe OT N anOKINON KAVOVWY YPAPUATKNS
Oev gixe blapopd avapeoa og autoUus Kal ToUS UYIES .
Otav 6pws tous NBNKE va PETAPEPOUY TOUS Kavo-
ves o€ véa yAmaooa pe 1o 1610 Aekukd potiBo, eppa-
VIOQV YPAPUIKA PEIWON NS IKAVOTNTAS QUThS OE OXE-
on pe tov unénoino nAnBuoud2.

To povténo tns augnpévns xpnons Kavovwy oe eni-
nedo pnudtwy Kal ouciaouk@y eniBePaibnke and
gpeuva og OUyypous AoUPNTWHPATKOUS QOpEls. Enel-
bh otous napandvw n n&dBnon neplopietal otov Kep-
KOQOPO NUPNva, 1 eUphuata autd gaivetal va ouvn-
YOpPOUV YIa CUPPETOXN ToU pafOwTtol omPATos otn
yAdooa kal otn xphon Kavovwv3.

Avtiotoixa euphpata Seixvel n €peuva nou npay-
patonolnBnke oe 30 @opeis yovidiwy Xxwpis KIvNTKA
Kal VEUPOWUXIATPIKA CUPNTMPATA (EEeTdotnKay e €1-
Oika teot Wechsler Adult Intelligence Scale-Revised,
IQ kal onukoxwplkd). Ta cupntwuata s duonel-
Toupyias tou petwnopaBdwiol KUKAMUATOS paive-
tal va apxidouv pia Gekagtia vwpitepa Pe TN HOPPN
diatapaxwv tou Adyou npiv v ekdnAwon twv Aol-
nwv oupgntwpdtwy s voéoou®*. EEdnnou, kaBuoté-
pnon otnv évapén ts opiAias Npiv Us KIVNTUKES diata-
paxés o€ aoBbeveis pe veavikn vooo Huntington ava-
Oeikvuel ta edneipata oto NOYo ws NPWIPO oNPEio
évapens tns vooou®,
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