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Obnyies Npos Tous cuyypaeEis

To nepiodikd NEYPOAOTIA kukAogopel kGBe SUo phves kal anotedsi to enionpo 6pyavo s EAAnvikAs Neu-
podfoyikns Etaipgias. Me tnv Ynoupyikn Andgacn AY2a/l.MM.01k. 66198/1/6/2006, nou dnuocielBnke oto
®.E.K. 1034/B/1-08-2006, npootébnke otov katdnoyo twv neplodikwy pe EBvikn Avayvapion.

“YAn tou Mep1odikov

1. Avaokonikd ApBpa : H éktaon tous dev npénel va unepPaivel us 6.000 Aéers.

2. Epyaoiss: KAvikés h epyaotnpiakés penétes. Aesv npénel va ungpPaivouv us 4.000 Aé€eis (oupnepifapfa-
vopévwv €ws 6 nivékwy kal ikdvwv). Aev npénel va éxel nponynBei dnpooieuon tous og difo éviuno.
NepifapPBavouv oedida titiou, Sopnpévn nepifinun, eicaywyn, péBodo, anotedéopata, cudhtnaon kai Pi-
BAoypagpia

3. IUVIOUES QVaKOIVMOEIS Kal Ipdupata npos t ouvtagn. ZxéAia yia epyaaies nou éxouv dnuocieubei n ou-
VIOUES avapopes o€ éva Bépa. Aev npénel va unepPaivouv us 1.500 Aégers kal nepiapBavouy éws 2 ni-
VOKES N EIKOVES.

4. Evbiagépovta nepiotaukd. Opio Aé€ewv 1500, pe tn oedida titdou, nepidnyn kai us BiBAioypagikés ava-

Qopes. Enitpenovtarl pexpl 2 eIKOVES N NIVAKES.

Neuponoyikés Eikdves pe eknaideutukd evbiagépov. Opio 4 eikdves yia 1o id1o Bépa kal 200 né€els

Enifoyés kal oxofiaopos tns Biprioypagias

7. Neuporoyikd Néa - Eibnoeis - Evnuepwukés Lenides, onws véa s EAAnvikns Neupondoyikns Etaipeias
KQl OUYYEVY ETAIPEIRY, avaKoIvwoels ouvedpiwy kal dAdwv eknaildeutkwmy Spaoctnplotitwy.

o

Aopn s UAns

lvovtal Oextés epyaoies ota eAANVIKG A ayyAika.

YnopdAaetal naviote o Titos, Ta OVOUATa WV CUYYpapéwy Kal N nepidnyn kal ota ayyAikd.

Ta keipeva Ba npgnel va anootédflovial og popeh Microsoft Word document.

Zedida titdou: Nepigxel tov titdo, ta nANpN ovopata Twy auyypapewy, 1o idpupa npoédsuans, tn dieuBuvon
Kal 1o tnAépwvo tou unseuBuvou yia tnv adfnfoypagia kal tov Katapetpnuévo aplBpd ACewy.

Mepifinyn: Mapouoidlel ta kupidtepa onpeia s epyacias. Aev npénel va unepPaiver us 250 AgEers. Lto -
flos tns napatiBeviar 3-10 A€€els eupetnpiou.

Ayydikn nepidnyn: Napouoidel o€ ouvtopia tnv epyacia. H éktaon s eivar ws 400 Aggels. Znv apxh s
ypagovial 1@ ovOpata Twv CUYYPAagEwy Kal o ttAos s epyacias ota ayyika.

Né€eis-keidid: €ws 6 NEEels keidid

BiBAoypapia: O1 BiBfioypagikés napanounés apiBpouvial pe avgovia apiBud avanoya pe I oeipd EPQAvIons
Tous oto keipevo (Vancouver) n.x. O Smith1 avépepe Ou......kal ta euphpata autd eniBefaidnkav and tov
Adams kal ouv2. Avaypdagovial £ws Kal ol 6 NPWIoI cuyypageis. Ztov nivaka s BiAioypagias nepifappa-
vovtal Hovo ekeives ol BIBAIoypagIkés Napanopnés Nou avapépovial OTo KEIPEVO Kal O Nivakas ouviaooetdl
pe au€ovia apiBud nou avuotoixei otn ogIpd epEAavions twv BIPRIoypagIK®Y NAPANOPNWY OTO KEIPEVO M.X.
Mivakes: Tpdgpovtal os Eexwploth oenida, petd 1o nos v PiBAIoypagikwy avagopwy. ApiBuolvial Je
OEIpG PPAVIONS TOUS OTO KEievo Kal ouvodelovial and olvioun enegnynan.

Eixéves: Anootéddovtal ta npwtdtuna oxeédla n pwroypagies kadns noidtntas. Na unofdnovtal oav ap-
xeia eIkovas Eexwplotd anod o kefpevo tou MS Word. ApiBpolvtal Pe T oelpd EPQAvVIoNs OT0 KEeipEVOD. £10
Keipevo Ba npénel va undpxel cagns Napanopni otov ttAo twv NAEKTPOVIKGOY apxeiwv. Le Eexwploth oefi-
6a avaypagovtal o1 ttAo! twv EIKOVWY Kal 01 TUXOV ENEENYNTES.

latpikh Agovrodoyia: Ze NEPINTWOEIS EPEUVAV NOU aPopolv avBpwnous, N €peuva NPENEI va £xel Yivel Pe
Baon wn Siakhpugn tou EAaivk (1975). Ze NePINTWOEIS pWTOYPAPIDY aoBeviv, Ba npénel va undpxel €y-
ypaon cuykatdBeon.
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Yuvodeutiko évtuno unoBanndépevns epyaaias
©a npénel va cupninpwBolv OAA ta onpeia tou evidnou. AdAn cuvodeutkn eniotoin Gev eival anapaitntn.
Eibos GpBpou (onpeimote pévo éva)

Q Epeuvnuxn epyacia O Bpaxeia epyacia- eviiagépov nepiotaukd O Avaockénnon
Q Bpaxeia avaokénnon QO EIGIké dpbpo  Q pdppa otn olviagn O Neupo-eIKOVES

TitAos:

YneuBuvos yia tnv addnioypagia ouyypagéas:

AigtBuvon:

TnAépwvo: FAX: e-mail:

EniBeBaimote v nAnpétnta tns unofofis tou xeipoypdgou oas, onpei@vovias OAA ta napakatw
onueia
Q Titdos wou dpBpou ota EAAnviké kal ota AyyikG pe pikpd ypdupata
Q Ovoépata cuyypapéwy ota EAAnvikd kal ota AyyAika (nAnpn ovépata rix. NikéAaos lNanabénoudos)
O Kévtipo npoéfeuans tns epyaacias ota EAAnvikd kar ota Ayyrikd
QO Aopnpévn nepiAnyn ota EAANviké kal ota Ayyiika
O Ews névie Né€eis eupetnplacpou (katd npotiunan and to MeSH Hellas-Bioiatpiknt Oporoyia) ota
EAAnvika kal ota AyyAikd
O Ona w ovépata wwy cuyypagéwy aus PiBAIoypadikés Nnapanopnés
(Léxpr 6 kai otn ouvexela “kai ouv.” i “et al”)
Q H BiBrioypagia ous teAeutaies oefides twv apBpwv

Andwon

AnfAdvw unetBuva ou:

1. Odol ol cuyypaeis tns epyacias cCUPPWVOUV LE TO NEPIEXOUEVS TNS Kal PE Tnv unofodn s
otwn Neuporoyia

2. To ibio keipevo 1 ta anoteféopata s epyacias dev éxouv unoPAnBei yia dnuoaicuon o addo EAANVIKO
f Eévo neplodikd

3. AnAdvw unevBuva 6u dev undpxel Béua unokAonns Nveupaukns 1IG1I0KINGias (Oe NEPINTWon EIKGVWY, NIVAKWY
n ufikoU ané anfes dnpooiedoels éxel nnBei kal AN@Bei n vopiun ddeia n onoia kal cuvunopaddetar)

4. Aev undpxouv Bépata clyKPOUONS CUPPEPOVIWY - OE NePINTwon eEWIEPIKAS xpnpatodotnons autd Ba
npénel va avagEépetal oto 1€Aos tns epyacias

O unetBuvos yia tnv addnfoypagia cuyypagéas

(unoypan)
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Epyaoieg...

"H énuooicuon dpBpwv atn NEYPOAOITIA &ev niwver anodoxn
twv andyswv Kal OEoswv tou ouyypapéa and tnv Xuvtakukn Enitponn n tnv ENE"

"To NEPIEXOUEVO TwV KATAXwpNoewV gival euBUVN TwV ETAIPEIWV NoU avapépovial
Kai o@eiel va akoNouBei tis npoBisndueves vopiues npolnobéoeis”

"H xpnon epyaneiwv, kAIudkwv Kal AoyiouiKoU Nou avapépetal atis epyadies gival euuvn
twVv ouyypapéwy, ol ornoiol Npénel va €xouv £ao@anioel Uis OXEUKES dOEIES
Kal va tis Kpatouv oto rnpoowriiko Tous apxeio”
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CADASIL: NMEPITPA®H NEAXZ OIKOTENEIAZ XTHN EAANAAA
KAI BIBAIOTPA®IKH ANAZKOINMHZH

I. KoutpouAou, X. Mnakipt(ns, ©. Kapanavayiwtiéns, I1. lwawibns, N. lpnyopiddns, A. Kapakbotas
B” Neuporoyikn Kivikn A.I1.6., M.I.N.© . AXEA

MNepiAnyn

To CADASIL (cerebral autosomal dominant arteriopathy with subcortical infarcts and leucoencephalopathy)
gival n nio ouxvh KANPOVOUOUHEVN QITia I0XAIUIKWDV ayYEIOKDY eyKePAAIKDY eneicodiwy Kkal dvolas otous
evhnikes. Méxpl otyuns, otnv EANGda éxouv neplypagei névie olkoyéveles. Ykonds tou apBpou ival n yvw-
otonoinon pias véas eANnvikns oikoyévelas pe CADASIL, n BiBRioypagikh avaokdnnon Kal n Katadeign twv
BIayVWOTIKWY 1810ITEPOTATWY ToU cuvOPOUoU. Yuykekpipéva, napouacidlovial 6uo absp@ol -49 kail 53 etV
ohPEPa- OToUS onoious, Katd tn iEpeUivnon €0TIAKWY VEUPONOYIKMY eANEINPAETWY dIanIoThONKE EKTETAE-
vn AsukoeykepanondBeia pe MRI xapakthpes oupPatous pe CADASIL. O yevetukds €Agyxos o010 eupwndikd
gpyacthpio avagpopds tou CADASIL katédeiEe petdina&n oto NOTCH3 yovibio (Arg169Cys), kAaooikn yia
™ vOooO.

Né€eis eupetnpiou: CADASIL, AeukoeykepanondBeia, NOTCH3 yovidio, AEE

CADASIL: DESCRIPTION OF A NEW FAMILY IN GREECE
AND REVIEW OF THE LITERATURE

I. Koutroulou, C. Bakirtzis, T. Karapanayiotides, P. loannidis, N. Grigoriadis, D. Karakostas
B” Department of Neurology, AHEPA University Hospital

Abstract

CADASIL (cerebral autosomal dominant arteriopathy with subcortical infarcts and leucoencephalopathy)
is the most common inherited cause of stroke and dementia in adults. Hitherto, five Greek families have
been described. We report a new Greek family with CADASIL, we conduct a comprehensive review of the
literature and we underscore the diagnostic pitfalls of the syndrome. In particular, we present two brothers
-49 and 53-years-old today- in whom the MRI investigation for focal neurologic deficits disclosed extensive
leucoencephalopathy compatible with CADASIL. Genetic testing conducted at the European reference
laboratory for CADASIL showed a classical mutation of the NOTCH3 gene (Arg169Cys).

Key words: CADASIL, Leucoencephalopathy, NOTCH3 gene, Stroke

EIZATQrH

To CADASIL (cerebral autosomal dominant
arteriopathy with subcortical infarcts and
leucoencephalopathy) €ivar n nio cuxvh kAnpovo-
HOUPEVN aItia IOXAIUIKDVY AYYEIOKDV EYKEPARIKDY
eneicobiwv kar avolas otous evhnikes. To CADASIL
gival 1o akpwvUpio nou npotdOnke and tous Tournier-
Lasserve et al. 10 1993, npokeiyévou va Nepypayel
Ones ekelves s KaTaotdoels nou ogeidovial og petdn-
Aa&n tou yovidiou NOTCH3 oto xpwpodowpa 19 [1].
To NOTCH3 (Notch homolog 3) yovibio kwdikonoief
éva diapepPpaviké unoboxéa, o onoios ekppdaletal
Kupiws ota Aeia puikd KUTtapa twyv ayyesiwv. Anod 1ote
nou kaBiepwBnke 1o CADASIL ws véoos, névw and

500 oikoyéveles Nnaykoopiws €xouv neplypagei, annd
0 NPAYHATKOS Tou apiBuos gival dyvwotos. Bewpeital
néviws Ou euBuvetal yia 10 2% twv NePINTOOEWY
JE Kevoxwplmdn éuepakta kal Asukoapaiwon oe
aoBeveis Katw twv 65 €WV, kal yia 10 11% og autous
nou sivar kdtw twv 50 gty [1-2]. Xtnv EANdda ws
WPA €X0UV NEPIYPAPE oUVONIKE NEVIE OIKOYEVEIES PE
CADASIL, evd oto napov dpBpo napouacidletal n €k
0IKOYEVEId, Nou apopd os 6Uo adeppous pe tny idia
petdndagn oto NOTCH3 yovibio (Arg169Cys) [3-71].

MAPOYZIAZH MNEPIZTATIKQN

Aben@os 1 (49 ewwv): Avipas pe Acukd atopIkd
avapvnouko, kanvioths, oe nAikia 45 v ei0hxBn oe

Neuporoyia 23: 4-2014,8-13



CADASIL: Nepiypan véas oikoyévelas otnv EARada kar BipAioypagikh avackdnnon

[

EIKONA 1. AdeA@ds 1. MRI ETKEDAAOY
(AkonouBies FLAIR ka1 DWI):

A.: NaBonoyik6é MR ohpa ous iInnokapneies €fi-
KES AP w.

B: MaBonoyiké MR onpa nepikoifiakd kai otnv
€€w kaya( 16iws aplotepd - Aeuko Pénos).

I Eikova cuppéouoas nepikoiNiakns AEUKOE-
ykepafonaOeias.

A: Napawnpeital neplopiopds diaxuons oto yovu
s éow Kayas 6&€1a (NnpdoPato 1I0XAIPIKO El-
@PpPAKto - Aeuko PéNos).

VOOoOKopEio ths ©sooanovikns e aipvidia eykatdota-
on aplotepns npindpeons. O aoBevihs avépepe Ot O
abepPods tou énaoxe and «okANpuvon Katd NAAKAS» .
v MRI eykepanou dlaniotwbnke extetapévn Aeu-
kKoeykepanondbeia kabBs Kal n Unap&n Nnpdo@atou
IOXAIPIKOU EPPEAKTOU otny éow kawa 61 (Eikdva
1), n evténion tou onoiou Ntav cupBath pe v KAIVIKNA
€IKOva. O ungpnxoypaPikds €Agyxos Twv Peydiwy
eCwkpaviwv Kal evbokpaviwy ayyeiwv, o €éAgyxos yia
kapbiakh epBonioydvo eotia, kabws kal 0 undAoINos
EKTETAPEVOS NAPAKAIVIKOS €Agyx0s anéPn apvnukos.
AGYW TwV aneIKOVIOTKMY XAPAKTAPwWY NS AgUKo-
eykepanondBeias, Tou Npoaddtou uno@lolwdous
EUPPAKTOU KAl TOU OIKOYEVEIOKOU I0TOPIKOU, TEONKE
n unovola CADASIL kar ievepynBnke 0 OXEUKOS Ye-
VETIKOS €NEYX0S OTO EUPWNAIKS EQPYACTNPIO AvVaPOpPAs
CADASIL (Centre de Référence pour les maladies
Vasculaires rares du Cerveau et de I'Oeil -CERVCO,
Hopital Lariboisiere), nou katédei€e tunikn yia CA-
DASIL etepdluyo petaAnaén tou yovidiou NOTCH3
[e€wvio 4, Arg169Cys (CGC/TGQ)].

Neuponoyia 23: 4-2014, 8-13

EIKONA 2. AbeA@6s 2. MRI ETKEQDAAOY
(AkoAouBia FLAIR):

A-B: MaBodoyiké MR chpa ous INNOKAUNEIES
énikes (16iws apiotepd) kai tn Bacikh poipa tou
peosykepanou (Aeuko BéNos).

r-A: MaBonoyiké MR ohpa uno@Aoiwdws, nepi-
Koidiakd, ota Bacika yayydia kai tnv €§w kaya.
NoAAanAés ylolwukEs eoties, evOeIKTIKES na-
Aaidv Ioxaipikav AEE, 16iws napd to owpa tns
6€§ias nAayias koidias (Aeuka BEAn).

Abden@os 2 (53 etwv): Avipas pe eleliBepo atopi-
K6 10t0pIKd o€ nAikia 45 €1V voonAeltnke petd and
KEK oe MEB yia 10 nuépes kal éktote napakoiouBeito
o€ taKkuKkh Baon o€ voookopeio tns Beaoadovikns. O
aoBevhs dev napouociale ekeivn tn xpovikh nepiodo
veuponoyikd éAfeippa. Eva pnva Petd, katd tov éney-
x0 tou aoBevous pe MRI Eykepdniou dianiotmBnkav
«ANOMUENIVWTIKES €OTiES» . TEOOEPIS PAVES PETA Thy
KEK, o aoBevhs npoohnBe oto VOOOKOUEIO pas pe
alpwdies ato aplotepd Avw Kal K&tw AKpo, nou e&e-
AixBnkav péoa oe didotnpa Aiywv wpmV OE apIoTEPN
nuinépeon. Zn daon auth ©€bnkav otn diagopikn
biayvwon n okAnpuvon katd nAdkas kail 1o o&U 1oxal-
piké AEE. O aoBevns 1€6nke og nevBhpepo oxnpua
evbopnéfias Anyns koptldvns, Xxwpis Opws Betiwon
s KAIvIKNS Tou €lkdvas. To 2009 €yive ek véou €loa-
ywynh tou acBevous atnv KAIVIKA as yid NEPAITEPW
dlepelivnon s apIoteEPNS, onactkns nAéov, NpINg-
peons. Ano tnv MRI eykepdnou SianiotBnkKe ekteTa-
pévn AeukoeykepanondBeia (Eikdva 2). Ta euphpata
autd BewpnBnkav apxiKé «anoOPUENIVWTIKES EOTIES»
ota nAaiola XK. AlevepynBnke ektevhs KAivikds Kal
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napakAivikés éneyxos (ONM, e€wkpdvio Triplex, DSA
aoptukoU teEou-kapwtidwy, xankos, oepounonna-
opivn, dlolco@ayelo unepnxoypdpnua, BupeosldIkés
oppoves, opokuaoteivn, 10Ao0yIk6Os Kal avoconoyikéds
éneyxos, appwvia, yadakuké o€U), o onoios anépn
apvnukoés. Emniéov, dievepynBnke yeveukods éney-
x0s yia CADASIL og kévipo tns Ayydias, o onoios
anéPn apvnukoés. AUo €n apydtepa Kal KAténiv s
NPOoPATNS SIAyvwons ToU PIKPOTEPOU adeppou Tou
yia CADASIL, mictonoimBnke ané to idio epyactnpio
otwn FaAdfia n yvwoth petaddagn [NOTCH3, e€wvio
4, Arg169Cys (CGC/TGQ)].

Eni tou napdévtos, ol aoBeveis diapévouv o€ xwpid
s Autkhs Makedovias kar dev éxouv eppavioel véa
kAIviké oupBdapata. And 10 OIKOYEVEIAKO I0TOPIKS,
NPEOEKUYPE OT N Untépa tous nNéBave oe nAikia 63 TV
ano6 ofU 1oxaipikd AEE (xwpis va divovtal nepiocdre-
pes NAnpoQopies), evid o0 Natépas tous o€ nAikia 63
€TV ano6 o€V éugppaypa tou puokapdiou. Exouv U0
adepés peyanutepes (58 kal 56 €twv) pe eNelBepo
aToHIKG 10TOPIKS, 01 OMNOoies dPWS eV EXOUV NPOXW-
PNOEI OE AnEIKOVIOTKO N yeveukod éneyxo. Ouoiws,
ol anéyovol twv dU0 CUPNTWUATKOY adenpmv bev
é€xouv napouaidoel KAIVIKG eneloddIo, oUTE €XOUV
npoxwpnoel o€ Nepaltépw diepelivnon.

LYZHTHZH
MEPIZTATIKA

MpOKeItal yia tnv €KTN OIKOYEVEID MOU NEPIYPAPETal
ownv EANGda pe niotonoinpévn yeveukd vooo CA-
DASIL. Ztov nivaka 1 avagépovtal 6Aes ol eAANVIKES
OIKOYEVEIES, MOU €XOUV MEPIYPapEl pe Baon 1o €1os
dnpoofeuons tous kal tn petdAnagn nou pépouv. Lnv
nAgiovétnTd tous ol petanfdgels apopouv 1o eEwvio 4,
eV pia povo oikoyévela neplypdeetal he petannagn
oto €€wvio 5. Emnnéov, dianiotwoape U n OIKoyé-
VEIO Nou napoucialoupe oto napdv apBpo eépel tnv
i61a pet@aAnagn Ye v oIkoyéveld, nou dnpoaoielbnke

10 2006. To €Upnua autd fows va unodnAwver v
unapén evos kolvou unoPdabpou tns véoou CADASIL
otwnv enAnvikh enikpdteia (4-8).

To napdv dpbpo, extds and tn dnuocionoinon
pias aképn eAAnvikns oikoyévelas pe voéoo CADASIL,
anookonef enions oto va tovicBouv ol napakdtw duo
ONPAVUKES SIanIoTWOEIS.

H npwtn apopd otnv 6xi kal 1ooo ondvia duokonia
ot dlagopikh SIdyvwon tns CUYKEKPIUEVNS VOOOU UE
n XK. Kar ous dUo nabnaoeis n kAvIKA €ikéva pnopei
va gival eite npoodeutikn eite unotponidlouca e
unoneiypatkn onpeiofoyia. Qotdoo, N NPOCEKTKN
epunveia tns MRI eykepdnou pnopei va obnyhoel
10 Bepdnovia 1atpd NpPos NV owaoth KateuBuvon.
Ytn &IKA pas nepintwon, o peyanutepos adeppos
BewpnBnKe Kal avUPETWNIONKE ws NAoxwv anod XK
Y10 QPKETA €N, PEXPI TNV EPPAVION OTO PIKPOTEPO
adepPd 10U NAPOUOIWY AMEIKOVIOTUKMY EUPNUATWY,
10 onoia evioxuoav tnv unovola yia voco CADASIL.
Qot600, N NApoUsCia CUUPETPIKNS NEUKOEYKEPANO-
néBeias pe npooBonn twv Npobiwv kpotadikmy Ao-
Bv kal tns €Ew kdyas Ntav NePICOOTEPO EVOEIKUKN
unép CADASIL. EminA¢ov, n npoofonh s Bacikns
Hoipas Tou PeoEYKEQPANOU Kal TNS YEPUPAS AMNOTE-
Aouv évbeign 1oxaipikhs affoiwaons, evd otnv XK
Ol ANOPUEAIVITIKES £0TIES APOPOUV CUXVOTEPA TNV
kaAuntpikn poipa. Téfos, n napoucia noAnanAwy
apKetd peydwy yRolwtK@Y NEPIOX®Y unodniwve tnv
Unap&n NanaiwV IoXAIPIKDV EYKEPARIKDV EUPPAKTWY
OUS NePIoXEs autés. H napouaia neplopiopou s did-
Xuons (Kuttapoto&ikoU o1dNPatos) oto yovU TS €0w
k&yas otov adenPod 1, B€on wunikn yia tnv ueavion
KeEVOXwPIwdWY EPPEAKTWY, UNOSEIKVUE 0apws TV
ayyeiakn aruofoyia s unokeipevns Aeukoeykepano-
néBeias. AvtiBeta, ol ogies anopuenivawtukes BAaRes
xapaktnpidovtal cuvhBws and augnpévn/etepoyevin
diaxuon kar cnavidtepa and neplopiopd didxuons.

H &eUtepn dianiotwaon apopd otn owaoth dievépyeia
TOU YevetukoU enéyxou. O yeveukos €Neyxos Npénel

MNivakas 1.
OIKOTENEIEX XTHN EANAAA ME NOXO CADASIL

A/A ETOX AHMOZIEYXHX METAAANAZH XTO NOTCH3
1 2005 (Neurol Sci 26:278-281) R153C EXON 4

2 2006 (Functional Neurology 21:77-82) Arg169Cyst EXON 4

3 2007 (SWISS MED WKLY 137:323-325) Cys251Gly EXON 5

4 2008 (SWISS MED WKLY 138:614-617) C162R EXON 4

5 2011 (Poster 25° MaveAnnvio cuvédpio R169C EXON 4

EAAnvwv Neupondywv)
6 2014 (napouoca nepiypaoh) Arg169Cyst EXON 4
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va yivetal naviote o€ NICTONOINPEVA KEVTPA. XNV Me-
pintwon tou adefpou 2 unhpxe évtova n unévoia
yia véoo CADASIL, afid o npmtos yeveukos éney-
X0s Atav apvnukos, e anoténeopa va CUVEXIOE! va
avupetwnietal ws aoBevns pe ZKMM. Avtibeta, oty
nepintwon tou aded@ou 1, o éneyxos dievepyhBnke
oto nnéov éuneipo Kal e€eIBIKEUPEVO NAYKOOWiws ep-
Yyaotplio , 6rnou Kal nepiypaenke yia npwn gopd 1o
CADASIL. Eibikodtepa, bedopévou 1ou nponyoUuEvou
«apvNTUKOU» anotenéopatos, o éAsyxos atov adepd
2 enavann@Bnke pe npwtoPounia tou epyaotnpiou,
NpPos ano@uynv onolacdhnote NAPEPUNVEIasS.

ANAZKOIMHZH BIBAIOTPADIAZ
KAINIKH EIKONA

H npdn ouvnBws kAvikh ekdniwon tou CADASIL
gival n nuikpavia pe adpa, nou oupPaivel cuvnBws
peta&l 20-40 ewwv kal napawnpeital oo 20-40%
twv aoBevadv. H ekdAAwWON IOXAIIKDY EYKEPAAIKDY
enelcodiwv avagépetal oto 60-85% twv acBevavy,
ouvnBws tnv 4" kai 5" dekaetia tns {wns Kal noAAEs
Popés ouoxetiCetal pe évioves diatapaxés s H1&0e-
ons, eNIANNTKES KPIOEIS KAl YVWOTUKES SIATapaxEs.
Avola napawnpeital oto 50-60% twv aoBeviv dvw
twv 60 g1V Kal gival oxedov ndvia napoloa otd
edika otddia s vooou [1,2].

Eneio6bia Huikpavias ye avpa:

Huikpavia pe aupa napawnpeital oto 20-40% twwv
aoBevaov pe CADASIL , nepinou 4-5 popés cuxvotepa
an’ éu oto yeviké nAnBuopd. Méon nAikia évapéns
twv enelcodiwy eival ta 28-30 €, P’ éva eUpos nou
Kupaivetal and ta 6 ems ta 48 €in. MepIkES POpPES
10 €neiod0Ia s NpIKpavias epgavidovial npiv akopn
napouciactolv afdoimoels otnv MRI Eykepanou. H
évap&n twv npikpavidv cupBaivel oe pikpotepes NAI-
Kies ous yuvaikes an’ éu otous Avipes (26 évavu 34)
kal eninAéov ta enineda opokuoteivns otov opod ival
uynAdtepa oto CADASIL pe npikpavia kal ynopei va
OUOCXETUOTOUV e PIKPOTEPNS NAIKIas évapEn twv nui-
Kpavikav kpioewv [8-10]. Or ekAutkol napdyovies eival
ol id1o1, énws kai oto yevikd NAnBuopd. To 50% twv
aoBevdv €xouv Kal pn wnikés npooBonés pe alpa anod
i Baoikn, nuinAnyia Kal onavidtepa kanoles noAu
ooPapés npooPonés pe ouyxuon, NUPETS, unviyyiuda
f kail kopa [11-12]. H naBoguaionoyia ts npikpavias
pe aupa oto CADASIL napapével akdpn Gyvwaotn Kal
og nonngs oikoyéveles Yaniota n nuikpavia e aupa
gfval 1o KUplo oUPNtwpa s véoou [8-9,13].

YnogAoiwdn loxaiyika Epgpakta:

Ta napodikd 1oxaipikd eneicddia (TIAs) kal ta 1oxal-
HIKG eykepanik@ €UgpPakta €ival ol Mo ouxvés ekdn-
Awoels oto CADASIL kal cupBaivouv oto 60-85%
twv aoBevav [13-14]. Méon nAikia eugdvions givai ta
45-50 €, xwpis va undpxel kdnoia diapopd avapeoa
ota 6o euAa. To 67% twv NEPINTOEWV gival kAaal-
K& oUvdpopa Kevoxwplwdwv epppdktwy [13-14]. H

Neuponoyia 23: 4-2014, 8-13

gykatdotaon tou veuponoyikoU eANEiuPatos pnopei
va €ival NPoodEeUTIKN yIa APKETES WPES, EVW KAMOIa
veuponoyikd eANgiupata Ynopei va eppavictoly aip-
vibla kal va ouoxetiCovtal pe kepanadyia. Ta uno-
@AoIOON 10XaIpIKG EUPEAKTA UNOPET VA EUPAVICTOUV
Xwpis tn napouasia kanolou napdyovia kivéuvou.
Qotéoo, oto 20% twv acBevdv UNGPXel aptNPIakn
unéptaon, oto 50% uwnAn xoNnotepdAn, v 10 KA-
nvIopa €xel evoxonoinBel yia v nio NewIPn eppdvion
AEE [10]. Znuavuké eival éu n opdluyn katdotaon
s petdnnagns oto NOTCH3 yovidio & qaivetal va
ennpeddel TNV EPPAVION IOXAIUIKWOV ayYEIOKDV EYKEPQ-
AIkWV epepaktwy [2]. Zuvoyilovtas, ol NePICOOTEROI
aoBeveis pe CADASIL eppavidouv katd péoo 6po 2-5
enelo661a uNoPAoIWOWMY I0XAIIKDV EPPPEAKTWV KATd
n didpkeia s (wns Tous, Pe v avadoyn KaBe popd
unofsippaukh onpeiodoyia [13-14].

EmAnnukés kpioels - Aiatapaxés diéBeons kar And-
Beia:

To 5-10% twv acBeviv ye CADASIL gpgpavidouv
K&nola ouyph ECTUAKES N YEVIKEUPEVES ENIANMUKES
Kpfoels kal cuvhBws autoi Nou éxouv Beuko 10T0pIK
IOXQIPIKOV eYKEPANIKDY epPPAKTwy. OI Kpioels au-
s engyxovtal ouxvd kand pe avueniAnnukh aywyn
kal noAU ondvia pnopsi va gpgaviotel eniAnnukh
katdotaon [2].

To 20% twv acBevv epgavidouv eniniéov cofa-
pés diatapaxés tns S16Bgons, KUPIws PE T HopPh NS
Kat@Bniyns. AAnes opéEs ol idlol o1 aoBeveis Ynopsi
va NApOUCIAoouV Paviakd eneioddia, unodnAmvovias
¢tol 6inoAikA diatapaxh. AkOun, n eviénion 10xaipl-
Kov BAaBv otnv neploxn twv Pacikbv yayydiwy
Kal tn pewwniaia AUk ouoia éxel evoxonoinBef yia
My EUPAvIon SIaTaPaXwVY tNs CUPNEPIPOPAS Kal NS
b166eons [14,15]. TéAos n andBeia, nou xapaknpi-
Cetal and €nneiyn KIVATPWY, €XEI avayVWPIOTE ws pia
nonu onpavukh kAvikh ekdhAwon, eivalr napouoa
ot0 40% twv aoBevav kal Bewpeital aveEdptntn and
my kat@Bniyn [15].

[vwoukégs Slatapaxés kar Avoia:

H yvwoukn ékntwon- dvoia eivar n 6gltepn nio
ouxvh ekdhiwon oto CADASIL, pe tnv addayh ous
EKTENETTIKES NEITOUPYIES va gival To Nio ouxvd éNnelu-
Ha. H €kntwon twv yvwotkdv AEIToUpyIhY Unopsfl
va éxel unounn évap&n kal va epgaviotei nonu kaipd
npiv ta 1oxaipika AEE kar ta MIE. To Wisconsin test
kal 1o Trail Making test €ival ibiaitepa euaiobnta oto
va avadeitouv and vwpls affayEs ous yvwaoukes Ael-
toupyies [17]. O1 diatapaxés autés apopouv KUpiws
adnayés oty Npogoxh Kal T Pvhpn, unodeikvuovtas
¢101 duonertoupyia ous unoPAoIMEEIS-PETWNIAIES OUV-
béoels. To yvwoukd éAfsiypa pnopel va epeaviotel
eite aipvidia eite otadiakd kal noAU cuxvd eteniooetal,
napd v nAnpn €ANEIPN IOXAIPIKDV YEYOVOTWY, Kal
pipeital €tol ekpuaioukhn avola. Avola epgavietal oto
50%-60% twv aoBeviv Avw twv 60 €10V, VK NPV
10 BAvato 1o nocootd autd avépxetal oto 80% . Avola

] EAAHNIKH
71 NEYPOAOTIKH
= ETAIPEIA
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enions napouoidletal oto 10% twv acBevy, ol onoiol
bev eppavidouv kanola aAnn kAvikn ekdhAwon s
vooou. Emnnéov, n dvoia oxedodv navia cuoxetile-
a1 ge nupapidikh onpelonoyia, 6nws duokonia ot
Badion oto 90%, akpdteia oUpwv oto 80-90% kal
weudonpounkikh napdiuon oto 50% twv acBevv.
Y1a teniké otadia 6ol ol aoBevels gival kAIVAPEIS,
E TOUS AVIPES vwpitepa g NAIKIa 62 €TV, EVD Ol
yuvaikes og nAikia 66,5 €1y katd péco 6po. EninAéov
n nAikia Bavdtou €ival nio pikph otous avipes (64,6
€TWV) an’ 6u aus yuvaikes (70,7 wwv) [2] .

IXTONA©OAOTIA

Mikpoakoniké to evdoBnaio twv ayyeiwv ouvhBws
dev npooPanietal, anAd To ToIXWHA WV EYKEPARIKWDY
Kal Aentopnviyyik@v aptnpiofiwy givar NENaxupévo,
UE onpavtkh opikpuvon tou aufou tous. O1 diautpai-
VOUOEs aptnpies oto eRold kal tn Agukn ouaia gival
otevwpéves [17]. O1 Ruchoux et al. ékavav i onpavu-
KA napathpnon 6T ol ayyelakes avwpanies undpxouv
kal og dAfa dpyava ektés tou eykepdnou, dNws ous
peoaiou peyebous aptnpies oto ondhva, To hnap,
T0US VEQPOUS, Tous pues kal 1o &éppa [2,18-19]. H
EVIONION autV Twv afAoIMOowy Kal OE ayyeia twv
puv kal tou &éppatos Sivel tn Suvatdtnta eUpeons
ToUs pe tn Bloyia, wotdoo n euaicBnaoia kai n 161ké-
NTA AUTAS NS peBddou dev éxouv edpalwdei [18-19].
Eninnéov, oe nonnés nepintoels ol avwpanies ota
ayyeia ynopsi va gival ecuakés. Or Joutel et al. €xouv
npoteivel t xpnon twv anti-NOTCH3 avucwpdtwy
yia tnv edpeon twv NOTCH3 npoidviwy péoa oto
Toixwpa twv ayyeiwv. H uébodos auth gaivetal va éxel
uynAn euaioBnaia (96%) kai eidikétta (100%) [19].

FENETIKH

To CADASIL npokaneitar ané petdaniaén oto
NOTCH3 yovibio. To yovibio autd ekppddletal Kupi-
ws ota Agia puikd KUTapa twv aptnNPIaKOV ayyeiwy,
UE Npotignon ous pIkpés aptnpies. Kwdikonolel évav
povns kateuBuvons diapepBpavikd unodoxéa, nou
anoteneital and 2321 apivo&éa, pe pia e€wkuttdpia
neploxn nou nepléxel 34 enideppikous augnukous
napdyovtes (epidermal growth factor- EGF). Méxpi
onpepa éxouv neplypagei nepinou 150 petanddéels.
To NOTCH3 éxel 33 €€wvia, adnd énes ol petadnd-
€eis yia 1o CADASIL cupPaivouv ota e§wvia 2-24,
e 181aitepn npotiunon ota g€wvia 3 kai 4 (70% twv
nepINtOoewy) [2, 20].

AIATNQZH

Xta nAaioia tns Sigpglivnons yia tn véoo CADASIL
npénel va yivetal yovidiakds €Agyxos, NPOKEIPEVOU
va t€Bei n didyvwon pe Befaidtnta. Enimnéov, o€
aoBeveis unoyneious yia CADASIL Ba pnopouoe va
OievepynBei Bloyia &éppuatos. MoAu onpavukd npw-

10 Bhpa otn Sigpelvnon sival n MRI Eykepdnou pe
10 XapAKINPIOTUKA euphpata yia t voéoo. And tov
unoénoino napakiivikd €Aeyxo, Ta anoteNéouata tou
ENY, ol aipatonoyikés e€etdoels, 10 NAEKIpOPUOYPA-
@nua, ol unépnxol twv evdo- Kal EEWKPAVIWY ayyeiwv
kal n MRl AMXX eival ouvhBws xwpis naBonoyikd
euphpata. H DSA nepiotaciakd deixvel evOOKpAVIES
otevoels, anid cuotnvetal va ano@euyetal NOyw
s enepPaukdntas s pebodou.

MRI Eykepddou:

O1 anddoiwoeis otnv MRI Eykepdiou nponyouvtal
Katd 10-15 €n s évapéns twv unonoinwyv cupntw-
patwv kai gival napouoes og éious Tous aoBeveis nou
@épouv n yetdinagn oto NOTCH3 yoviblo, petd v
nAikia twv 35 ety [21]. O1 N0 NPWIPES KAl CUXVES
BrdaRes otnv MRI agopouv nepioxés uynAol cNPATos
ous T2-weighted kal FLAIR akonouBies. Apxikd pnopei
va epeavidovial ws ouktEs h olwoels BAaRes, Kupiws
otnv nepikoldiakn Agukn oucia Kal ta NPIWOEION Ké-
vipa, aldd apydtepa yivovial nepIcodtepo OIAXUTES
KOl OUPPETPIKES KAl apopouv thy 6w kawa (2/3 twv
aoBevdiv) kail ta NpdoBia THAPATA WV KPOTAPIKWY Ao-
Bawv (60% twv acbevav) [23]. Ta Baoikd yayyndia kal
o Bdnapos enions ennpeadovtal (pia peydnn diapopd
and v MS, évav ouxvo pipnth tou CADASIL), énws
Kal OPICHEVES POPES TO OTEAEXOS Kal 1O peconoPio
[23]. Z10 25-69% twwv aoBevdv napatnpouvial otn
gradient echo akodouBia (T2*) pikpoaiyoppayies,
HE TN ouxvoTNta Tous va au&dvetal pe tnv nAikia,
v uynAh aptnplakn nieon, tn cuykévIpwon s
HbA1c kal tnv éktaon tns AeukosykepanondBeias
[24]. Ténos, noAnés neploxés pe xapnid chua otny
T1 weighted akonfouBia unopei va avtuotoixolv o€
bieupupévous xwpous Virchow-Robin, ol onoiol gival
nio ouxvol kal peyanutepol oto CADASIL, an’éu oto
yeviké nAnBuopd [2].

OEPATIEIA

Mpos 10 napdv dev undpxel kapia anotefeouatkn
aiwonoyikn Bepanegia yia to CADASIL, napd pévo
oupnmpatkn. H npikpavia pe aupa ondvia anaite
npoguiakukn Bepaneia. Xtnv o&gia @Aon s nyIKpa-
vias ano@eUyovtal ol ayyeloouCnaoukoi NapayovTes,
Onws ta Napdywya gpyotapivns Kal Ol [PUNTAVES,
Kal xpnolgonolouvial koiva avadynukd kal MXAQ.
‘Ooov apopd ta 1oxaiyikad AEE, n acnipivn pnopei va
xopnynBef yia deutepoyevh npdANYn, wotdoo n ano-
teAeopaukdInTa s Bev eivarl akdun yvwoth. EninAéov
N avupetwnion tns AY Pe avuungptaoika NPeEnel va
yivetar ye npoooxn, di1éu punopei va enideividael v
unoaipdtwon tou gykepdanou.

LYMMEPAZMA

To CADASIL €ivar pia véoos nou Ba npénel va tiBetal
naviote otn dlagopikh didyvwon os acBeveis péons
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NNIKias pe oUPUETPIKES BAARES, Mou apopolv KUPIws
Aeukn nepikolNiakn ouaia, NoU €XouV ICTOPIKO NHIKPA-
vias pe aupa, Ioxaipikav AEE, dvoias h diatapaxdv s
6166eons. H unap&n affoiboewv otnv MRI Eykepdanou
HE evionion apeotepdnieupa otnv unoPAolddn AgUKN
ouoia wwv npoabiwv kpotaikwv AoBwv Kal/ h otnv
€Ew kaya augavouv nonu tn diayvwotkh niBavotnta.
To Beuko oikoyevelakd I0TopIko gival onpavukd, anid
6x1 anapaitnto, d16U unopei va Npdketal yia de novo
petdniagn. H yuxonoyikh unoothpiEn tou acBevous
Kal TS OIKOYEvelas gival peyiotns onpaocias, Oxi povo
Adyw twv veuponoyikwy eNAgiYPdTwy Nou Ynopei va
npokUyouv ano ta Ioxalgikd AEE, andid karl Adyw s
kANpovopIKOTNTAS tns Nabnons.

BIBAIOTPA®IA

1. Chabriat H., Joutel A., Dichgans M., Tournier-
Lasserve E., Bousser M.G. CADASIL. Lancet
Neurol 2009; 8:643-53.

2. Chabriat H, Bousser M. Cerebral autosomal
dominant arteriopathy with subcortical infarcts
and leukoencephalopathy. Handbook of clinical
Neurology, Vol. 89, 2008 Elsevier.

3. D. Mandellos, G. Limbitaki, A. Papadimitriou,
D. Anastasopoulos. Cerebral autosomal domi-
nant arteriopathy with subcortical infarcts and
leukoencephalopathy in a Greek family. Neurol
Sci 2005, 26:278-281.

4. M. Vikelis, M. Xifaras, D. Mitsikostas. CADASIL:
a short review of the literature and a descrip-
tion of the first family from Greece, Functional
Neurology 2006; 21:77-82.

5. M. Vikelis, J. Papatriantafyllou, C. Karageorgiou.
A novel CADASIL- causing mutation in a stroke
patient. SWISS MED WKLY 2007; 137:323-325.

6. E. Andreadou, G. Papadimas, C. Sfagos. A novel
heterozygous mutation in the NOTCH3 gene
causing CADASIL. SWISS MED WKLY 2008;
138:614-617.

7. T.Mapaockeuds, M. WaAtdkn, . Bacidonoudou,
kal ouv. CADASIL otnv EARGSa: napouaiacon tns
5ms oikoyévelas. POSTER AAQ97. 25¢ Mavendnvio
ouvédpio EAdAvav veupoddywy, 2011.

8. Chabriat H, Tournier-Lasserve E, Vahedi K, et al.
Autosomal dominant migraine with MRI white-
matter abnormalities mapping to the CADASIL
locus. Neurology 1995; 45: 1086-91.

9. Vahedi K, Chabriat H, Levy C, Joutel A, Tournier-
Lasserve E, Bousser MG. Migraine with aura and
brain magnetic resonance imaging abnormalities
in patients with CADASIL. Arch Neurol 2004;
61: 1237-40.

10. Singhal S, Bevan S, Barrick T, Rich P, Markus HS.
The insuence of genetic and cardiovascular risk
factors on the CADASIL phenotype. Brain 2004;
127:2031-38

Neuponoyia 23: 4-2014, 8-13

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

Feuerhake F, Volk B, Ostertag CB, et al. Revers-
ible coma with raised intracranial pressure: an
unusual clinical manifestation of CADASIL. Acta
Neuropathol 2002; 103: 188-92.

Schon F, Martin RJ, Prevett M, Clough C, En-
evoldson TP, Markus HS. “CADASIL coma”: an
underdiagnosed acute encephalopathy. J Neurol
Neurosurg Psychiatry 2003; 74: 249-52.
Chabriat H, Vahedi K, Iba-Zizen MT, et al. Clini-
cal spectrum of CADASIL: a study of 7 families.
Cerebral autosomal dominant arteriopathy with
subcortical infarcts and leukoencephalopathy.
Lancet 1995; 346: 934-39.

Dichgans M, Mayer M, Uttner |, et al. The phe-
notypic spectrum of CADASIL: clinical ndings
in 102 cases. Ann Neurol 1998; 44: 731-39.
Reyes S, Viswanathan A, Godin O, et al. Apathy:
a major symptom in CADASIL. Neurology 2009;
72:905-10.

Taillia H, Chabriat H, Kurtz A, et al. Cognitive
alterations in non-demented CADASIL patients.
Cerebrovasc Dis 1998; 8: 97-101.

Kalimo H, Ruchoux MM, Viitanen M, Kalaria RN.
CADASIL: a common form of hereditary arte-
riopathy causing brain infarcts and dementia.
Brain Pathol 2002; 12: 371-84.

Ruchoux MM, Chabriat H, Bousser MG, Bau-
drimont M, Tournier-Lasserve E. Presence of ul-
trastructural arterial lesions in muscle and skin
vessels of patients with CADASIL. Stroke 1994;
25:2291-92.

Joutel A, Favrole P, Labauge P, et al. Skin biopsy
immunostaining with a Notch3 monoclonal anti-
body for CADASIL diagnosis. Lancet 2001; 358:
2049-51.

Joutel A, Corpechot C, Ducros A, et al. Notch3
mutations in CADASIL, a hereditary adult-onset
condition causing stroke and dementia. Nature
1996; 383: 707-10.

Tournier-Lasserve E, Joutel A, Melki J, et al. Cere-
bral autosomal dominant arteriopathy with sub-
cortical infarcts and leukoencephalopathy maps to
chromosome 19g12. Nat Genet 1993; 3: 256-59.
Auer DP, Putz B, Gossl C, Elbel G, Gasser T, Di-
chgans M. Di erential lesion patterns in CADA-
SIL and sporadic subcortical arteriosclerotic en-
cephalopathy: MR imaging study with statistical
parametric group comparison. Radiology 2001;
218:443-51.

Chabriat H, Mrissa R, Levy C, et al. Brain stem
MRI signal abnormalities in CADASIL. Stroke
1999; 30: 457-59.

Dichgans M, Holtmannspotter M, Herzog J, Pe-
ters N, Bergmann M, Yousry TA. Cerebral micro-
bleeds in CADASIL: a gradient-echo mag netic
resonance imaging and autopsy study. Stroke
2002; 33: 67-71.

] EAAHNIKH
71 NEYPOAOTIKH
= ETAIPEIA



14

CASE REPORT MAPOYZIAZH MEPIXTATIKOY

%] EAMAHNIKH
¥ NEYPOAOTIKH
= ETAIPEIA

HMIKPANIKO EM®PAKTO

M. BikeAns
Neuponoyos, MMupdda Atukris

MNepiAnyn

To npIKpavikd €uepakto €ival pia yvwoth aAnd ondvia eninAokA s NPIKPavias, Pias yevikd Bewpoupevns
kanonBous xpodvias diatapaxns. H Sidyvwon tou NPIKPavikoU eUpPEAKTOU YIVETal UE OUYKEKPIPEVA KPITh-
pla, étav og aoBevh e ywoth nuikpavia pe alpd ta cUPNI@OPATA s aupas napataBouv Kal aneikovioTel
EUPPOKTO OTNV avTioTOIXN PE 10 oUPNTOUATA NepIoxn tou eykepdnou. O1 naBoyevetkoi Pnxaviopoi nou
0bnyoUv oto NPIKPAVIKO éUPPAKTO eV éxouv akoua Oleukpiviotel. Tevikdtepa, éxel PpeBel nws undpxel
OUoXéuon UETALU EPPAVIONS IOXAIPIKWDV EYKEPANIKDY ENEICOBIWV Kal UE OPIOUEVES UNOOUAdES aoBevy e
nuikpavia, énws yuvaikes KAtw twv 45 1wV Pe npikpavia pe alpa, Kanviotpies, mou kdvouv xphon avuoun-
ANMTKOV Xaniov.

Mapouaoidloupe v NepiNtwon TUNIKoU NPIKpavikoU epppdkiou o€ yuvaika 40 ety xwpis 181aitepous ay-
YEIOKOUS napdyovies Kivbuvou, nou eupavile ondvies o oUXVOTNTA NUIKPAVIKES KPioels Ye aupa, Pétpias
évtaons kal dIGpKeIas.

Né€els eupetnpiou: Huikpavikd EUPPAKTo, NUIKpavia pe aupa, ayyelakod eykepanikd eneicodio

MIGRAINOUS INFARCTION

M. Vikelis
Neurologist, Glyfada, Attica, Greece

Abstract

Migrainous infarction is a well-described but rare complication of migraine, a generally considered benign
chronic disorder. Diagnosis of migrainous infarction is set when specific criteria are met, when in a patient
with a known history of migraine with aura, aura symptoms persist and an infarction in the relevant brain
area is depicted in neuroimaging. Pathogenetic mechanisms that lead to migranous infarction are not
understood. In general, ischemic brain infarcts have been associated to specific subgroups of migraine
woth aura patients, including women under 45 years of age who smoke and use oral contraceptives

We present the case of a 40 year old woman, with a known history of low frequency of migraine with aura
attacks who suffered a typical migrainous infarction.

Key words: Migrainous infarction, migraine with aura, ischemic stroke

Eicaywyn 10 CADASIL kai to MELAS [7,8], 6nou n nuikpavia

H oxéon npikpavias Kai 1oxaipikdv ayyeiakay KAl T 10Xalpika AEE oags oxetiCovtal. B€Baia, n
eyke@anik@v eneicobiwv (AEE) éxel yivel avukeipevo nigov EekaBapn anddeign  oxeons npikpavias pie
€viovns €pEuvas ta TeEUTaia €tn kar, av Kal oaps n - AUPa Kal loxaiuikou AEE undpxel otnv nepintwon tou
ouvinapén v 500 KATtaotdoewy Pnopei oe noAdés  NHIKPAVIKOU ePGPAKTOU.

NEPINIMOEIS VAl Eival TUXAd, Ta ENIOTNOVIKG eSopéva Mapd 1o eupews diadedopévo yeyovds Ou éva
MOU KATaBEIKVUOUY T CUCXETION Tns npikpavias e~ Onolodnnote AEE oe aoBevn pie 10topikd nuikpavias
aupa, Kai Ioxaipikdv AEE Siapkds nAnBaivouy [1- ouxva anokaneital AaBepéva «NUIKPAVIKO EUPPAKTO»,
4]. TIAgov, n €peuva OTPEPETal otV Katavonon v OUHPWVa LIE T dlayvwotika kpithpia tns International
unokeipevwy naBoguolofoyikdy pnxavioudy kai  Headache Society [9], to nuikpaviké Euppakto tagi-
s aAANAEniGpachs Tous pie yevetkoUs, NPodIadeoi- vopeital ous eninAokés s npikpavias kar n didyvwon
KoUs kal eGwtepikoUs napayovies [5,6]. EnnpooBétws OV U"GEIOI av ot oo’esvh’ ye ﬂHIKpOViG e aupa, éva
UNAPXOUV OUYKEKPIEVES VOOOAOYIKES OVIOTNTES, OMNWS €NEIOO6I0 NUIKPAVIKNS AUPas Eival NAPOHOIO HE MPo-
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nyouueva, adnd éva h NEPICOOTEQT CUPUNTMPATA TNS
aupas ePPEVOUY via NEPIoTOTEPO and 60 Aentd, evw
N VEUPOAMEIKOVION KATAOEIKVUEI I0XAIUIKO EUPPAKTO
0€ oupPPath NEPIOXN Kal 10 £UPpPAKTo dev Ynopei va
anoboBei oe kanola aAin nadnon [10].

Qs ek outou, OI NepINtOEls acBevv nou nAn-
poUv ta oxeuKa diayvwoukd kpithpia (Mivakas 1) €i-
val Npaypaukd ondvies kal napoucialouy 161aitepo
evolapépov, kabws yiat n peAén tétolwv aoBeviv
Ba pnopouoe va cupPdanel otnv katavénon s na-
Bopuaoionoyias tns katdotaons.

Mivakas 1. Alayvwotuikd KpIthpid NPIKPAviKoU
egppaktou [9]

A. Mia npikpavikh kpion nou nAnpei ta kpIthpia
B kai C.

B. Ze aoBevn pe 1.2 Huikpavia pe atpa, 1o
napdv eneicodIo €ival Uniké Twv NPoNYoUHEVWY
enelcodiwv, pe e€aipeon dT éva h nNeplioodTEPa
oupntpata s avpas napapével yia >60 min.

C. H veupoaneikévion KatadeikvUEl I0XAIUIKO
€UPPAKTO 0g cupPath nNepIoxn.

D. Aev anodibetal oe dnnes Slatapaxes.

Mepiypagpn nepintwons

Mapouaoidloupe tnv nepintwon yuvaikas 40 1wy,
pntépas evos avhnikou tékvou. H aoBevns eixe 10to-
pIKO kKe@ananyidy pe TUMIKN €IkGVA NPIKPAVIas Pe
aupa and nAiikias 25 nepinou etv. H cuxvdtnta
s nuikpavias Atav cuvnBws pia kpion avd €tos. H
aupa NPONYEITO NAVIOTE TNS NPIKPAVIKNAS KPions Kal
Atav povo onukn, kaBws anotedouviav and onivon-
pofono ypapuh ouvodeudpevn and okOtwa, nou
ep@aviZotav apxik@ oto KeVIPIKO TWhUA TOU apIoTe-
pou h 6etlou onukou nediou, kal diapkouoe 30-45
Aentd, petakivoupevn apyd nNpos tnv NePIPEPEIQ.
AkonouBouoe gtepénieupn s aupas kepananyia,
UETPIaS éviaons, e opulovTa Xxapakthpa, evidnion os
oNékANPO T NPIPdPIo NS KePpadhs, ouvodeuduevn
ané ewtogofia, nxopofia, oopopofia kal vautia,
pe ouvhBn didpkeia nepinou 24 wpv, TNV onoia n
acBevns ouvnBws avupetdnile pe AhYN KANOIoU pn
otepoelboUs avupAgyPovwdoUs GpapUaKou eNTUyXd-
vOoVIas Ikavonoinukh peiwon anid oxi eEansiyn tou
névou. H aoBevihs dev eAduPave kavéva papuako
ouotnpatkd, Oev kanvile kai gixe auénpévo ocwpatkd
Bapos (BMI: 26,1). Me tnv €aipeon tou augnpévou
owpatkoU Bapous kal s éAdsIPns cwpatikhs dokn-
ons, n aoBevns dev ixe KGNoIov yvwotd ayyelakd
napdyovta kivduvou. Agv UMNPXE OIKOYEVEIAKO 10TO-
PIKG npIKpavias, pe h xwpis aupa n ayyeiakns vooou.

Ytnv tefeutaia npiv Ty ektipgnon s kpion, n aoBe-
Vs napathpnos 6u av kal onivenpoféios ypaupn
€€apaviotnke, 10 oKOTWPA OT0 apICTEPO Avw NPICU

Neuponoyia 23: 4-2014, 14-17
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Eikova 1. O éleyxos twv onukwv Nediwv avé-
6e1§e éANsippa oto apioctePd Avw TUAPA TwV
onukwv nediwv ap@otepénisupa.

T0U aplotepoU ontkoU nediou Gev UNOXWENOE MPIV
v évapén tou anyous, dnws yivotav navia, annd
enépeive KB’ 6AN T BIAPKEI TNS CUYKEKPIPEVNS NpI-
Kpavikhs Kpions, adnd Kal yia 10 ENOPEVO XPOVIKO
didotnua. Katd tnv npooéneuch tns yia eEétaon, 20
nepinou nPéPes Petd tnv tedeutaia Kkpion, 1o ouPNtw-
Ha oaQws NApEUEVE Pe apetapantn éviaon.

H veuponoyikn e€étaon ts acBevous ntav evoel-
KUKA yIa Gvw apiotepd TetaptokukAikN npiavouyia,
evd 6ev unhpxe Kavéva anAo nabonoyikd elpnua.
YuothBnke nepaitépw éAgyxos onukwy nediwv, nou
avédelte énnelpPa oto aplotepd Avw TUAPA Kal TwV
buo onukwv nediwv (Eikdva 1), Kal payvnukh topo-
ypaia eykepanou nou avédeiEe pAolikd UPPAKTO
oto npdobio thpa ts 6e€1ds NANKIpaias oxiopns
(Eikdves 2 kai 3). Qs ek toutou, n didyvwon Tou Nyl
KQaVIKOU €UPEAKTOU TEONKE CUPPWVA PE Ta KPITNPIT
s International Headache Society.

MepaITEPW EKTETAPEVOS EPYACTNPIAKOS ENEYXOS
(kapdioAoyikds, ayyeiwv 1paxniou kal eykepdanou,
aigatofoyikés, avooonoyikéds, BpopBogidias) anétuxe
va avadeitel kdnola aitia Snuioupyias 10U EPPEAKTOU.
Ytnv aoBevih cuothBnke npopunaktkh Bepansia pe
tonipapdtn oe 66on 100mg/24h, kabBws kal avual-
donetaniakh aywyn, cUPQ@Va JYE Ta NPOTEIVOLEVA
otn biebvn BiBAloypaia yia avaykn npo@uAaKtKns
Bepaneias og nepintwon 10TOPIKOU NUIKPAVIKOU -
ppdktou [10].

Tulhtnon

YUPQWva e ta 1oxuovia diayvwaoukd Kpithpla
(ICHD-IIl, beta version, ta onoia dev éxouv diago-
ponoinBei otn cuykekpIpévn NeEPiNtWon og oxéon
Ue ta nponyoupe kpithpia ts ICHD-II) yia va tebei
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Eikoves 2 kai 3. Mayvnukh topoypagia eykepa-
fAou (akofouBies FLAIR). AvadeikvUetal pIKpo
@AoIik6 éuppakto oto NpPoabio tunpa tou de-
§10U 1viakoU AoBou (Aeuka BEAn).

n 61éyvwon Tou NPIKPAvIKoU eUpPAKTOU, anaiteital
o€ évav aoBevh pe npikpavia e adpa va avantuxOei
veuponoyiké €Ansiypa katd tn Sidpkeia evos avope-
VIK@ tunikou eneicobiou, 1o veuponoyikd énfeipua va
HIPEtal akpIBms Ty aupa nepacpévwy engicodiwy,
andnd va Siapkeil yia nepioodtepo and 60 Aentd kal o
VEUPOQNEIKOVIOTKOS EAEYXOS VO ANEIKOVIOE! 10XAIPIKO
EUPPOKTO 0N OXEUKN NMEPIOXN, EVD N KATAOTAON aUTHh
va pnv gival duvatdv va anodobei oe aAdn diatapa-
xn [9]. Eival npo@avés du 1o NPIKPavikd EUePaKIo
Ba npénel va Siakpivetal and v eueavion 1oxaipl-
Kou eykepanikoU engicodiou og nuikpavikd acBevh
(ue npikpavia pe h xwpis aupa), and 1o eykePanikd
€UEPAKTO Nou ocuvodeUetal and cuPNIMuata nou
poiadouv pe nuikpavia (ue h xwpis aupa), adnd kai
ano v aveupeon evés «olwnnAoU» PPPEKTOU Nou
dianiowwvetal tuxaia o€ veupoaneikdvion evos acbe-
vous pe tpéxov h nafaid 1otopikd nuikpavias. Qotéoo,
oty Npé&n n didkpion twv nepintdoewy Oev yivetal
kal étol noAdofl acBeveis Nou avhkouv Cus NPoava-
pepBeioes nepintwoels Aabepéva diayiyvwokovial ws
NAOXOVTES and NPIKPAVIKO EUPPAKTO.

Me Bdon ta auotnpd kal ouykekpipéva S1ayvwaotkd
KpIThpId, TO NPIKPAVIKO Eugpakto Bewpeital onavio-

1010, € 1a undpxovia otoixeia va unonoyidouv tn ou-
Xvotnta epeavions tou ot nepinou 0,8-1,7/100.000
aocBevav Pe npikpavia e avpa o xpovo [11,12]. Me
pia abpn yevikeuon, Kal XpNOIUOMNOIMVIAS EUPWNAIKE
emdnpionoyikd 6edopéva yia tov eninonacud s npi-
Kpavias Kal tns npikpavias pe aupa, autoi ol aplBpoi
onpaivouv Ou avapévetal nepinou 1 N 2 nepiotatka
10 Xxpovo oty EAA&da.

H nepintwon nou neplypdpoupe, népa and 1o ou
nAnpoi pe andéAutn akpifeia ta diayvwotkd kpithpia
TOU NPIKPAVIKOU eUPPAKIOU oUPPWVEl NANPWS Kal
UE Ta NEPIYPAPEVTA WS TUMIKA KAIVIKA XaPAKINPIoTUKE
Twv aoBevdv aut@v. MNpoketal cuvhBws yia YUVaiKes,
nAikias 30-45 ety pe 1oxalpikh BAaBn nou apopd
otnv onioBia kukAoopia [11,12]. To teneutaio Pé-
Bala gival anoAUtws avapevouevo, av OKEPTOUUE OTl
10 NPIKPAVIKS €uppakto oupBaivel katd tnv avpa Kal
n otnikh toundxiotov alpa, Nou ival Kal n cuvnBé-
otepn, oupPaivel otov Iviakd Nof6, o€ NEPIOXES MOU
apdevovtal and tnv onioBia kukAoopia.

To otoixeio nou éxel evola@épov otnv Neplypapod-
pevn nepintwon eivar 1o yeyovos 6T Ol KPIoEIS tns
nuikpavias pe atpa spgavidoviav pe pikph ouxvotnta,
nepinou pia eopd 1o xpdvo, NTaV PETPIAS EVIAOEWS
kal S1GpKelas kal avianokpivovtav ota avafynukd Kal
¢tol 6ev npoPAnpuduoav oto napenBoév tnv aoBevn,
oUTE Kav yia to av Ba énpene va ocupBouneutel veu-
poAdyo. BéRala, pe dedopgvn NV ws 10 CUYKEKPIUEVO
€neIco610 pOP@N NS NUIKPAVIAS NS, aKOUN Kal av &ixe
eniokePOel yiatp6 niBavétata (kal opBd, ocuuPwva Pe
1a IoxUovta kpIthpla ws onuepa) dev Ba eixe NAPel
k&nola npo@uAaKTKA aywyhn onoloudnnote tinou.

Av kal gival yvwotd 6u n nuikpavia pe aupa, ano-
tenei ave€aptnto napdyovia KivéUvou yia 10XaluIKNA
ayyelakn véoo tou eykepdnou [1-4,13,14], kaBws Kal
O oUXVOTNTA KPIoEWV NPIKpavias Ye avpa peyanu-
tepn and 1 1o xpdvo panniov oxetietal pe augnpévo
KivOUvO EPQAvIONS I0XAIKIKOU ayyeiakoU eykepanikoU
eneicodiou [13,15] évas aoBevhs pe pia kpion npikpa-
vias pe aupa 1o xpdvo Kal xwpls 161aitepous dnfous
napdyovies kivbuvou, népa and augnpévo owpatikd
Bépos, duokona Ba nepipeve kanolos 6t Ba unopou-
O€ va UNoaotel ayyelakd eykepanikd eneicddio. Qotd-
00, undpxel n dnoyn éu avetdptnta tou napdyovia
NS XpOVIas Kal cUxvhs €kBeoNs Tou eykepdnou otnv
nuikpavikn aupa, nou niBavonoyeital nws npokanei
kdnolou PaBuou euadwtdtnta, kal dAnol, adleukpi-
VIOTOI WS TWPa napdyovies pnopei va naidouv péno.
O1 oUyxpoves UNOBECEIS yIa TO NPIKPAVIKO EUPPAKTO
avagpépouv v ansuBeias enidpaon otnv eykepani-
KA KukAo@opia péow ayyeloouotonns PIKPOAyYEiwy
(oniyaigia oxeuldpevn pe v e€andolpevn @AOIIKA
kataotonn) [16,17], onacpod peydnwy evookpaviakwy
ayyeiwv N/ Kal ayyeiakh UnePMNKUKOTNTA OXeulduevN
ue diatapaxés tou evdoBhniou [18], ite yia €upeon
O6pdon ws npodiabeaikds napdyovias nou ennped-
Ce1 tn Aertoupyia tou evbobnAiou. Ta anoteAéopata
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wv ety ota napandvw nedia oe cuvbuaoud
Ue yeveukés penétes iows pennovukd piouv pms oe
QUTOV TOV TOMEQ TNS ENICTAKNS PAS, Anaviwvias oto
onpavuké epwtnua yiat ol aoBevels pe nuikpavia pe
aupa éxouv oxeukd augnpévo kivbuvo va unootouv
ayyelakd 1oxalpikd eNeIcOOIO Kal ws €K TOUTOU aV Te-
Ak n nuikpavia, yia kanolous toufdxiotov acBevels
Sev gival pia engicodiakh kadonBns andd pia xpdvia
Kar oxeukd enikivbuvn katdotaon. O1 anavingoels autes
Ba BonBhoouv otnv avayvdpion TV NPIKPAVIKWOV
aoBevav nou napouocidlouv peyalUtepo Kivéuvo
EPPAVIONS eyKEPANIKOU EUPPAKTOU Kal oty €yKalpn
Kal anotefeopatkdtepn NPoPUAAKTKN aywyh.
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KPANIOETKE®QAAIKEXZ KAKQZEIX MAIAIKHE - EOHBIKHXL
HAIKIAZ - XEIPOYPIIKH ANTIMETQMIZH

Avaokonnon bistias anod tnv nepioxn tns ©pdkns

©. Mripunidns, . Mdtns, A. ManaBsoboaiou, A. Eceunibns, A. Paundtas, M. Luueod, K. Kovioyiawibns
Neupoxeipoupyikri KAvikn latpikris xonns AMB, I1.I.N. AdsEavépounonns

MNepiAnyn

ZKOMOX. Avadpouikh pefétn kpaviosykepanikwmv kakwoswy (KEK) aoBeviv naidbikhs — epnPikhs nAikias, nou
QVUUETWNICTNKAV XEIPOUPYIKA atnv neploxn tns Bpdkns. YAIKO-MEGOAOX. And 01/01/2009 €ws 31/12/2010
avupetwniotnkav xelpoupyikd 82 nepiotaukd pe KEK. Ané autd, ta 20 (24%) htav naidid kai épnpol pe nAikia 50
Nuep@V €ws 18 etwv. O1 17 and tous 20 aoBeveis (85%) ntav aydpia kal ta 3 (15%) hrav kopitoia. 11 acBeveis
Atav poucoupdvol (55%) kar 6ol npoépxoviav and tous Nopous EBpou, Podénns kar Tavons. AMTOTEAEX-
MATA. Qs arties v Kakmoewv o€ 15 aoBeveis (75%) avapépBnkav ta tpoxaia atuxnpata, o€ 3 (15%) n nwwon
and uyos kal o€ 2 (10%) ta olkiakd awxhuatd. Ta 16 naidid (80%) sppdvicav upn GCS < 8 kail 1 4 (20%) un
GCS > 8. H dievepynBeica aovikn topoypagia avédeiEe oe 9 nepintaoels (45%) kdtayua kpaviou pe ofU eni-
oknnpibio aipdtwpa, o€ 4 (20%) epniecukd kataypa kpaviou, os 4 (20%) diéxuto eykepaikéd ofdnpa e eyKepa-
Aikés BAdcels, os 1 (5%) kdtayua Bdoews kpaviou kal o€ 2 (10%) o&U unookAnpidio aipdtwpa. Ofol ol aoBeveis
unoPAnBnkav oe xelpoupylkh enéupacn kai 5 (25%) eichABav oto xelpoupyeio Ye aviookopia. AlevepyhBnkav
11 KPQVIOTOUES e apaipeESN QIUATMATOS, 4 ANOCUUMIECTKES KPAVIEKTOUES e NACCTUKA UNVIYYOS, 4 XEIPOUPYIKES
avatd&els eUNIECTKMY Kataypdtwy, 1 Xeipoupyikh oteyavonoinon npdobiou kpaviakoU BdBpou kal 15 kpavioa-
VatpNoels e tonoBétnon kabethpa pérpnons evbokpdvias nieons. Meteyxeipnukd, 15 aoBeveis avupetwniotnkay
neparépw ot MES, oe 5 aobeveis étuxe ol BAAPRES va ENITPEYPOUV TN PETEYXEIPNTKA anoowAAvwon, onUgmon-
Kav 2 peteyxeipnukol Bavatol (10%) and kakonBn evdokpdvia unéptaon kail 2 acBeveis eppavioav veupooyikd
unonelippa. ZYMMOEPAZIMATA. Ta tpoxaia atuxnpata anotedolv v kUpla aitia KEK ts naidikns nAikias otn
Bpdkn. To eniokAnpidio alpdtwpa eaivetal ws n nio ouxvh PAARN. H éykaipn XEIPOUPYIKA avUpEINIon gival
KaBopIoukhs onpacias yia Ty NEPAItépw euvoikn ékBaan.

Né€eis eupetnpiou: KpavioeyKePANIKES KAKMOEIS, XEIPOUPYIKA avupetmnion, Bpdakn, naidid, épnfol

TRAUMATIC BRAIN INJURIES IN CHILDREN & TEENAGERS-
SURGICAL MANAGEMENT. A TWO-YEAR (2009-2011)

Experience in the region of Thrace

T. Birbilis, G. Matis, L. Papatheodosiou, A.Esembidis, A. Rambotas, M. Symeoy, K. Kontogiannidis
Department of Neurosurgery, University Hospital of Alexandroupolis, Democritus University of Thrace, Medical School, Alexandroupolis,
Greece

Abstract

OBJECTIVE. Retrospective study of traumatic brain injuries (TBI) affecting children and teenagers in Thrace,
Greece. METHOD. During the period 01/01/2009-31/12/2011 82 patients were diagnosed with TBI and
treated surgically. Among them, 20 were children and teenagers. Epidemiological data, operative reports
and outcome are discussed. RESULTS. Falls, traffic and domestic accidents constituted the major aetiology
of TBI. CT images revealed skull fractures, diffuse cerebral oedema, subdural and epidural haematomas.
Surgical treatment included craniotomies, craniectomies and intracranial pressure measurements. 2 out of
20 patients (10%) were deceased. CONCLUSIONS. Traffic accidents represented the most common cause
of TBI in this age group. Epidural haematomas were the more frequent lesion. Finally, it is stressed that
favourable outcome was strongly associated with prompt surgical intervention.

Key words: Traumatic brain injuries, surgical management, Thrace, children, teenagers
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EIXATQrH

O1 kpaviogykepanikes kakmoels (KEK) apopouv
nepinou 1,5 ekatoppupio dtopa ous HMA. Ynonoyi-
Cetal 6U and 1o 1,5 ekatoppuplo, 50.000 nebBaivouv
kal 80.000 odnyouvtal og paKPOXpOVIa avikavotnta.
Yhpepa, Couv pe avannpies, Adyw KEK, 5 ekatoppu-
pla Atopa Kal To €TNCI0 KOOTOS avePXetal otd 56,3
bioekatoppUpla doddpia.’

To pavpa gival n npwtn arta Bavatou o naidid
>1 €1ous Kal n Tpitn (Uetd and s cuyyeveis avwpanies
Kal 1o ouvdpopo aipvidiou Bavdtou) os naidid <1
€tous.? KaBws ta naidid peyanwvouy, ol NTWOEIS ws
artia peicovovtal, annd augavovtal ta tpoxaia atuxn-
pata pe nodnnata, pnxavés kal autokivnia.® Ooov
agpopd ous KEK, ous HMA napatnpouvtar 150.000
naidiatpikés KEK kal 70 eioaywyés/100.000 naidid
<17 ewv pe anotédeopa 7.000 Bavdtous kar 29.000
naidid pe vées povipes avikavotntes KGBe xpdvo. 4>
Zwn Xounbia n enintwon eival 12/100.000 yia nAikies
0-17 xar ws artes ava@épovtal ta tpoxaia (60%) kai
Ol NTWOEISs (22%).5

Ykonos tns pe€tns auths gival n napouciacn ava-
OpOouIKG oToIXeiwv Nou apopouv v Sidyvwaon Kai tny
avupetnion twv KEK s naibikhs-epnPikns niikias
otV MeEPIoXn s ©pAkNs, yia TNV Onoia td ws wpa
bebopéva eival eAdxiota.

YAIKO KAl ME©OAOX

Ano6 01/01/2009 €ws 31/12/2011 avupstwnionkav
xelpoupyikd ouvoniké 82 nepiotaukd pe KEK. And
autd, ta 20 (24%) htav naidid kai épnpolr pe nAikia
50 npepv €ws 18 gtwv. O1 17 and tous 20 acBeveis
(85%) ntav ayopia kai ta 3 (15%) htav kopitaia. 11
aoBeveis htav poucoududavol (55%) kar 6Aol Npoép-
xovtav and tous NopouUs EBpou, Pod6nns kal Favons.

MeAetBnkav avadpopikd n artia, n KAIVIKA €IKOVA
nou epeaviCav ta naidid katd tnv unodoxn Tous oto
Tunpa Enelyoviwy Mepiotaukav (ue 1dlaitepn Baputn-
10 otn p€tpnon s upns s Kaipakas ts FMaokopns
(GCS)), ta aneikovioukd eupnpata otnv Agovikn To-
poypaoia (AT) eykepanou-kpaviou nou dievepynBnke
og 6AoUs tous acBevels, o1 XEIPOUPYIKES enePPACEIs
nou anarthBnkav kai n eAikn ékBaon.

Inpeidvetal 6u yia naidid 4-15 €wv n yérpnon
s GCS éyive 6nws atous evAAIKES, eV yia naidid
<4 etwv n Aekukn andvinon aflonoynBnke ws eEAs:’

5 - epAuapia, youpyoUpiopa, A€€els

4 — Aiyotepes anod 1o ouvnBiopévo NEEEIs

3 - kAdGua pévo otov Novo

2 - Boykntd/otevayoi otov névo

1 - Kapia avtidpaon.

H ermidoyn tns AT ws aneikoviotukns peBodou £yive,
b16u epavilel ta €Ehs nAcovekthpata: eival yphyopn,
b1aB€aiun, ox1 akpIBh kal avadeikvUel T YPAuIKA
katdyuata tou B6Aou Tou Kpaviou, Ta EPNIECTKA Ka-
tdypata Kal ta Katdypata s Baosws tou kpaviou .3

Neuponoyia 23: 4-2014, 18-22

ATOTEAEZMATA

H avéniuon twv otoixeiwv twv acBeviv avédelEe
ws artia twv KEK ta tpoxaia atwxnpata og 15 nepi-
ntwoels (75%), us ntwoels and uyos oe 3 (15%) kal
10 olkiaké atuxnpata o€ 2 (10%).

To ouvono twv aoBevdv uneBAndn oe AT eykepa-
Aou-kpaviou, 1a EUpNPATA NS Onoias avagépovial
otov nivaka 1. Oaivetal Ot 1o Mo ouUxXvO AMEIKOVIOUKO
gUpnpa anotedolv ta o&a eniokAnpidia alpatpata
(ek. 1, 2).

MNivakas 1. Eupnpata AT os acOeveis pe KEK
AoOBeveis | (%)

Kdrtayua kpaviou pe ofU eni- 9 45
okAnpidio alpdtwpa

Eupnpa

AiGxuto eykepaniké oibnua 4 20

pe eyke@anikés Bnaoels

Epnieoukd kdtayua kpaviou 4 20

O&U unookAnpibio alydtwya 2 10
Kértayua Baosws kpaviou 1 5

‘Onol ol aoBeveis unoPANBNKaV O XEIPOUPYIKN
enépPaon kar 5 ané autous (25%) eiochABav oto xel-
poupyeio ue avicokopia (eykoneaopds o EENIEN).
Ytov nivaka 2 napouaidlovtal ol dievepynBeices xel-
POUPYIKES eNePPATEIS.

Meteyxelpnukd, 15 aoBeveis (>10 €wv) avue-
twniotnkav neparépw otn MEB, evd o€ 5 aoBeveis
(6Ro1 <5 e1v) Katéotn duvath N PETEYXEIPNTKA ano-
owANvwon. Znueibnkav 2 peteyxeipnukoi Bdvatol
(10%) kal og 2 aoBeveis napatnphBnke veupooyikd
énneippa.

LYZHTHXH

O1 KEK otov uné e&étaon nAnBuoud napouacidlouv
oplopéves 181aitepotntes, 616t ota naidid: 1) n kpa-
viakh kdwa Aenth kal efactkn, 2) ol tpaupatopoi
and BAaoukd avukeipeva odnyoulv gite o€ ph&n s
Kpaviakns KAwas €ite o€ epnieopa, 3) n eykeanikn
ouoia dev eival 16oo oupnayns, 4) undpxel peyann
tdon yia eykepanikd oidnua, 5) ol Kpaviakés pagés
pnopei va ouyxéovtal Pe katayuda, 6) o eyképanos
anotenei 1o 12% tou Bapous owuatos (v ival
2-3% otous evhnikes), dpa n katavadwon ouyo-
vou kal yAukédns eivar peyanutepn, 7) gival ouxvh
avéntuén unooykalpias kail 8) ol auXevikoi PUES gival
aduvapol Kal, Cuvenws, o eyképanos eival euaiobntos
oe duvapels eniPpaduvons.’?

Katd tnv ektipnon twv acBevav enéyxBnkav: 1) ol
avanveuotikés odoi — elopdpnon, dnypa yiwooas,
anoéepatn Bpodyxwv and BpdupPous aipatos, embei-
vwon o1dhuatos kal eykepanikwy BAapav and tnv
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Eikéves 1a kal 1B. EniokAnpidio aipdtwpa os BpéPos 7 pnvav petd ané ntwon and to KpeRau e
ouvod06 Kataypa Kpaviou.

Eikéva 2. Aieyxeipntikn pwtoypagia enéuPaocns eniokAnpidiou aipatwpatos os naidi 15 etwv.
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uno€ia, 2) n katanAn&ia - opUEels, aptnplakn nieon,
@AePikn kukAopopia, xpwua 6EpPatos, NEPIPEPIKA
pIX0eI0IKA Kal Keviplkh PAERIKA nieon, dioupnaon,
3) 1o eninedo cuveibnons — KAipaka FMaokwns, 4)
veuponoyikd onpeia — opBanpIkés Kal KIVNTKES bia-
tapaxés, Béon akpwv, nabodoyikd aviavakAaoukd,
onaopoi, ecuakd veuponoyiké onpeia, 5) n kepann
- algoppayies (udua, auud, putn), BAapes 6éppartos,
Katdypata Kal 6) ta aktuvoioyikd onpeia — akuvoypa-
¢ia kpaviou (f/p), AT, aptnploypagia.’®!

Ta poxaia atuxnpata anoténsoav thy KUpId atia
KEK tns naidikns nAikias otn ©pdkn kal apopouoav
Kupiws ayodpla. Mo cuykekpipéva, voxonolnbnke n
énnsiyn kpdvous otous potonodnAdtes (Mou ntav,
aNAwote, Kal N NAgioYn@ia twv NEPICTATKWDY), N
unepPonikn taxutnta, n éNAgIYn NPOCOXAS, N KaTa-
vadwon ankodn, kai n un xphon {ovns. ZUPewva
pe tn AlelBuvon Tpoxaias, ol XINopEeTpIKES BETEIS
nou ouvdéovtal pe peydnn miBavétnta npdkAnons
tpoxaiwv awxnpdtwy gival otn diadpouh FavOn-
Kopotnvh ol 2-25 kai otn diadpoph Kopotnvn-Ade-
€avbpounonn ol 5-14.12 AleBvws, naviws, n kUpIa
artia eival ol ntwoels, aNid ta tpoxaia givar n kUpla
artia ous ocoPapés KEK. 1314

To nio ouxvo eUpnpa otnv AT Atav ta o&éa eni-
okAnpidia alyatpata pe ouvodoé kdtaypa Kpaviou,
evOeIkukd napouaias vokpAaviou algatmPatos.'
Autd dnpioupyouvtal and tautdxpovn phén ay-
yeiou tns okAnpds PAviyyas Kal kKpaviakns Kayas.
Mpokanouv anmneia cuveibnons petd and enevBe-
po pecodidotnpa, ouluyh ektponn twv oeBanumy
npos v nisupd s £otias, Napeon kal nabonoyiké
avtavakiaotukd (Babinski) otnv avtiBetn nigupd.
Oepaneutkd eNIXEIPEITal Kpaviotopia Kal agaipeon
T0U alpathpatos, Bepaneia s katanAn&ias kal tou
o16hpatos. H npdyvwon gival kanh og éykaipn avupe-
wnion.>'%" AvtiBeta, otn BiBAioypapia n cuxvénta
twv eniokAnpISiwv algatwpdtwy gival o PIKph Kal
avépxetal oto 1-3% twv naidiwv pe KEK.3 Or 2 pe-
teyxelpnukof Bavatol (10%) anodéBnkav og kakonBn
evbokpavia unéptaon (otnv AT 1o oidnpa kal BAdoels
ATav EUQAVEIs) Kal ws Noocoaotd eival PIKPOTEPO and
10 18-33% nou ava@épouv Eévol epeuvntés.?®22 Ol
evbokolfiakoi kaBethpes pétpnons s evdokpdvias
nieons npooépepav onpavukh BonBeia otn Bepaneu-
UKA aVUPETONION twv acBevav.'®

Ye 2 NEPINTWOEIS 0&éwv unookAnpIdiwy aIpatwPd-
twv dev avantuxBnke oe deltepo xpdvo eniokAnpidio
alydtwua, KU nou avagépetal otn BiBAioypagia.??

‘Ooov apopd v ékPaon ota naidid nou é{noav, 1
NapEPeIve O PUUKN Katdotaon, 1 pe npIndpeon evd
ta unénoina 18 gixav euvoikh ékBaon.

Ténos, Kpivetal okdMIYO va TovIoTEl N avaykald-
NTa TaxUTaTns €EEIBIKEUPEVNS VEUPOXEIPOUPYIKNAS
avupewwnions twv KEK. H ipuon MES naidwv oto
Noookopeio Ba cuvéBane otnv kadUtepn ékBaon twv
voonfdeudpevwy naibiwv.2?
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HAEKTPONIKH AIATNQZH AOAZIAL: MIAOTIKH
EOAPMOTIH TOY AIATNQITIKOY EPTAAEIOY LOGOS-
APHASIA XE ENHAIKEZ ME NEYPOAOTIKEZ AIATAPAXEZ

E. I. Tokn', I1. ®akitoa’, A. Kupitons?, A. Apbéoos’, E. KapBouvn?, &. I. Boudyapns?, L. Mavvénoudos?
" Tunua NoyoBepanieias, ExoAn Enayyedudtwv Yyeias & Mpdvoias, TEI Hneipou, lwdvviva, EAAGSa

2 Neuponoyikn Kavikn MaverotnpiakouU levikod Noookopeiou lwavvivwv

3 Neupoxeipoupyikn KAivikn lNaveniotnuiakoU levikou Noookopegiou lwavvivawy

MNepiAnyn

H &iayvwoukn diadikacia tns agaacias agopd: (i) tn didyvwon napouaias Kal tnou agaocikoU cuvbpduou
kal tov evtoniopd BAGRNs nou npokansi enfsippata Adyou, (i) tn pétpnon s andédoons os OeCIOTNTES
Adyou Kail (i) tn dnuioupyia «npo@id» pe s yAWOooIKES IKAVOTNTES KAl adUVapies ToU aoBevh MOTE VA OXe-
biaotel 1o nAdvo Bepaneias anokatdotacns.

O okonds s épeuvas auts htav n diepedvnon ts agloniotias tns NAEKTPOVIKNS dIAyvwons o€ apacikous
aoBeveis. Yuykekplpéva xpnoiponoleital 1o eAAnvikd nAektpovikd diayvwotkd epyansio LOGOS-APHASIA yia
v a&londynon npo@opikoU kal ypantou Adyou evniikwy pe dopikés PAAPes eykepanou. To deiyua s épeu-
vas €ival 23 aoBeveis pe ayyeiakd eykepanikd eneicddlo, dyko eykepanou, NAAyla apuatpo@ikn okAnpUvon
kal eykepaniuda. Epappdotnke 1o NAeKTPoVIKO Slayvwaotkd TECT Kal Td anoteNéopatd Tou ouyKpiBnkav e tov
kAIVIKO €Neyxo. BpéBnke Ot (i) ta ayyeiakd eykepanikd eneioddia (AEE) anotenolv tnv nAsioyn®ia twv Ay
s apaacias (56,5%), (i) kupiapxos Wnos apaoias ou deiypatos eugavidetal n apaocia Broca (30%), (iii) ol
TOWEIS TS enikovwvias e ta xapnidtepa Nocootd enituxias ival n ypagn (13%) Kal ol YWwOUKES IKaVOTNTES
(19%). Ta anoteféopata ns épeuvas napouaoidlovial avanutukd, cudntolvtal kal unobdeikvUouv th XpNoIpo-
Nt tou NAEKTpovikoU diayvwatikol epyansiou nou o ouvOUaopd HE TS aneIKoVIoUKES ueBddous karl tnv
kAIviKN e€étaon pnopolv va cupBdiouy otny e€aywyn cupnepaopdtwy yia v didyvwaon ts apaacias.
Né€eis eupetnpiou: Aidyvwon, Agacia, Neupofoyikés Alatapaxés, Alayvwotkd epyaeia apaoias

APHASIA e-DIAGNOSIS: LOGOS-APHASIA DIAGNOSTIC
TOOL. A PILOT STUDY IN ADULTS WITH NEUROLOGICAL
DISORDERS

E. |. Toki', P. Fakitsa', A. Kiritsis?, D. Drosos?, E. Karvounti?, S. G. Voulgaris®, S. Giannopoulos?

" Department of Speech and Language Therapy, School of Health and Welfare Professions, Technological Educational Institute (TEI)
of Epirus , loannina, Greece

2 Dept of Neurology, School of Medicine, University of loannina, loannina, Greece

3 Dept of Neurosurgery, School of Medicine, University of loannina, loannina, Greece

Abstract

The diagnostic process of aphasia concerns: (i) the diagnosis of presence and type of aphasic syndrome
and the identification of damage causing language deficits, (ii) the measurement of performance in
language skills and (iii) the profile creation of the patient’s language skills and deficiencies in order to draw
a rehabilitation plan.

The aim of the research is the study of Aphasia eDiagnosis. In particular, the electronic diagnostic tool
LOGOS-APHASIA is the tool to evaluate oral and written language in adults with structural brain lesions.
The research sample consists of 23 cases with stroke, brain tumor, amyotrophic lateral sclerosis and
encephalitis. After collecting medical data (history and images) the diagnostic tool was applied. While
strokes constitute the major cause of aphasia (56,5%) in the research sample, aphasia Broca appears to
be the most common type of aphasia (30%) and the areas of communication with lower success rates are
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writing (13%) and cognitive abilities (19%). A detailed report on the results of the study and a discussion
on the use of the electronic diagnostic tool follow. Concluding, the aphasia eDiagnosis in conjunction with
the clinical practice have the potential to contribute to the diagnostic procedures in aphasia.

Key words: Diagnosis, Aphasia, Neurological Disorders, Diagnostic tools of aphasia

Eicaywyh

H ASHA (2013), ekupd 6t undpxouv 80.000 vées
NepINTWOoels apaaias etnoiws ous Hvwpéves MoAiteies
Apepikns. To EBviké Ivoutouto Neuponoyikav Ala-
tapaxwv kal EykepanikoU Eneicodiou (2013) ekuud
ou nepinou éva ekatoppuplo dvBpwnol n 1 otous
250 ous Hvwpéves lMoniteies onuepa, uno@épouy
and agaoia. Atopa KAtw twv 65 €1V Bicvouv Ty
eyneipia s apaocias o Nocootd 15%, kal Gvw twv
85 g1y 10 Nooootd autd auavetal og 43%, v
onpavukés Slapopés atn cuxvOTNTA EPPAVIONS PETAEY
avopwv Kkar yuvaikwv bev éxouv dianiotwBsi (1, 2, 3).

H emidoyn, tou kataAinAou Bepaneutkol nAaiciou
npoUnoBétel yia epnepiotatwpévn afloddynon and
tov KAVIKS 1atpd. O1 aNEIKOVIOTUKES €EETATEIS KAl N
kAIvIKA veuponoyikn eEétaon divouv otoixeia yia
oupnAnPwaonN tou 1atpIkoU IotopikoU. Ma v S1dyvw-
on s apaoias ival anapaitntn N epappoyn MKWV
n drunwv e€eibikeupévawv dlayvwotkwy epyansiwv/
d1adikacimv npoocappoopévwy h un otnv EAANvI-
kN yAwoodad, 6nws Minnesota Test for Differential
Diagnosis of Aphasia (MTDDA), Boston Diagnostic
Aphasia Examination (BDAE), Boston Assessment of
Severe Aphasia (BASA), Boston Naming Test (BNT),
Western Aphasia Battery (WAB), Porch Index of Com-
municative Ability (PICA), Aphasia Screening Test
(AST), Communicative Abilities In Daily Living (CADL),
PALPA Test (4-10).

H ouyxpovn épguva avadeikviel xpholpd KAIVIKG
nAsktpovikd epyaneia Gidyvwons Kal anokatdota-
ons yia v agaoia nou Bacidovtal otny texvnth vo-
nuoouvn (11-15) kal otnv texvoioyia ewvns (16).
HAektpovikés npoaoeyyioels dnws to ASPA (16) kai n
npoondBeia tns opddas tou Chan kai ouv (17) enixel-
POUV TNV autdOPATN EEAYWYN CUPNEPACHATWY OXETKA
HE TNV eKTiuNon tou Ndyou apacikwy acBevav. H
ouvenikoupikh nAsktpovikh Bepaneia anokatdotaons
o€ xpovia apaoia (18, 19) éxel ouvelopépel BeTKA.
Eeibikeupéva Noyiopika (i) Asitoupyolv eVIOXUTIKG O€
biadikaoies anokatdotaons os apacia EKNoUnns avu-
petwnidovtas dUoxépeles avayvwaons kal ypapns (Bun-
galow Software, Parrot Software’s online programs,
Attainment Software, Crick Software), (ii) 6ivouv tn
duvatdtnta yia anokatdotacn pe unoAoyiotn s
ENIKOIVWVIaSs akOPA Kal OE NEPINTWOEIS BapIds OPPHs
agaocias (20) ka (i) avadeikviouv nAeKTpovIKd (o€
biadiktuakoUs ténous) ponous avakAnons NEEEwV Kal
Katovopaoias (21). Zta EAAnvIKG éxel dnuioupynBei
10 LOGOS-APHASIA (22, 23) nou e€etadel TopEls tou
ypantoU Kal Tou npogopikoU Adyou kal bivel autd-

pata anoteféopata yia xphon otn AoyonaBoAoyiknh
€kBeon tou aoBevous.

Ykonos auths s epyacias htav N MIAOTKN Epappo-
yh tou LOGOS-APHASIA og evhikous veuponoyikous
aoBeveis, kal n peA€n twv Slayvwouk®y anotene-
oudtwy o€ oxéon pe tnv KAvikn e€étaon.

YAIKO KAl ME©GOAOX
Epyadsia

Mo v ektiynon nepiotatk®y Pe eNAgipypata oto
Adyo, dnuioupynBnke 1o LOGOS-APHASIA (22) nou
e€etadlel Topeis Tou ypantoU Kal Tou npo@opikou No-
you nou pnopef va éxouv nAnyei e€aitias onolaocbn-
note aitias ki evioniCel mBava efngippata. Autoi ol
TopEls €ival n Akouotikh katavonaon, 1o Ae€indyio, n
Avéyvwon, n Fpagn kal ol T'vwoukEs IKavotntes (23).
H epapuoyn tou LOGOS-APHASIA diapkei katd péoco
6po 4" o puolonoyikd nAnBuopd niikias 28,8+8,9
ETQV KAl Ol aNAVTNOEIS Twv aoBeviv Kataypdeovial Ye
nocootuaia Jop@h os apxeio pe Kwdikéd avd aoBevh.
Me 10 népas tns atloddynons 1o LOGOS-APHASIA
€€ayel autopatonoinpéva anoteNéopata nou dnnm-
vouv efgippata Kal IKavotntes otous eEetalduevous
Topeis wote o0 AoyoBepaneutis va ta AdPel undyn Kal
va anownmaoel i diayvwaoukn ékBeon.

Agiypa

H midoukh epappoyh tou LOGOS-APHASIA €yive
oe wxaio 6efypa ané 23 veuponoyikous aoBeveis
nou BéAnoav va CUPPETAoXOUV OtV €pEUVa Kal Na-
pouaialav otoixeia agpaoikhs diatapaxns. To deiyua
ennéxBnke ave€dptnta and 10 HOPPWTKO KAl KOIVW-
vikoolkovopikd enfnedo. Anotedeito and 3 yuvaikes
kal 20 avbpes, nikias 21-80 etwv.

MéBobos

H e@appoyn tou 0T Atav atopikh Kal yivotav Ka-
1éniv ouvaiveons Tou acBevi Kal TOU OIKOYEVEIAKOU
nepiBaniovtos. Me tn xphon gopntol unoAoyIoTA,
EQapPOoTnKe 10 diayvwotikd teot LOGOS-APHASIA
Kal e€etdotnkav ol AEITOUPYIES: aKoUaTIKA katavénaon,
Ae€INdyIo, avayvwon, ypagn Kal YVWOTKES IKAVOTNTES.

Avanutkotepa, PETd TNy evnuépwaon tou acBevn
yIvotav n epappoyh tou diayvwaotkoU epyaneiou.
Andé t ouyuh nou o acBevns gixe katavonoel NANPWS
i diadikaocia aglondynons Eekivouoe N epapuoyn
ToU gpyaneiou. LUYKeKPIPEVA PHECW OMTUKOAKOUOTI-
KV epebioudtwy tou Noyiopikol LOGOS-APHASIA
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ounnéxBnkav ol anokpioels tou k&dBe aobevous eite
nAektpovikd (e xpon tou novukioU h tou touch-
pad) eite ye tov napadoaciakd 1pdno (UNOdeiEn pe
10 ddxwno, opinia, ypagh oto xapt). Xtn deltepn
nepintwon o kAIVIKGS dIEUKONUVE OTN PETAPOPA TWV
anavtnoewy o€ NAEKTPOVIKN HOPPA.

MendethBnkav ta anoteféopata twv KAIVIKOV Kal
ANEIKOVIOTKWY EETACEWY Kal 0 KAIVIKOS NApaTtNPNoE
T0US aoBeveis OXeUKE Pe TN XpNon Tou NAEKTPOVIKOU
epyaneiou atlonéynons.

Mepiopicpoi

H ouykekpipevn épeuva apopd MAOTKN EQappoyn
Tou nAektpovikoU epyaneiou LOGOS-APHASIA.

AMOTEAEXMATA

To beiypa s épeuvas anoténeoav 23 aoBbeveis pe
dopikés BaPes eykepdnou. Zuykekpipéva oto defypa
Atav 13 AEE (8 1oxaipikd, 5 aipoppayikd), 2 aigatpo-
1a (1 o€y, 1 xpdvio), 3 aipoppayies (2 evdoeykePanikés,
1 evbonapeykepanidikn), 2 dykol eykepdnou, 2 ekpu-
Aioukés véool (ALS) kar 1 eykepadiuda (Mpdenpua 1).

6,5%

r

R

g% 130% g% &%
0% : 43% ,
) s OO

& 4§? s & dﬁﬁ v
S

Fpapnpua 1. Neuponoyikés Siatapaxés tou Seiy-
patos.

Ta anotenéopata tou LOGOS-APHASIA €6ei€av ta
ak6iouBa nocootd enituxias avd topéa: 21% oty
aKououkh katavénaon, 23% oto Ae€indyio, 24% otnv
avéyvwon, 13% otn ypaeh kal 19% ous yvwouKeEs
Ikavotntes. Evioniotnkav eAneippata avd topéa &¢-
taons o€ 6fous tous acBeveis (Mpaphpata 2-4).

Anoé tnv autépatn afiofddynon tou LOGOS-
APHASIA oto oUvofo tou deiypatos n avayvwaon
EUQAvIoE uYnAd Nocootd enituxias kal akoAouBei
10 Ag€INdyIo Kal N akoUuoUKA Katavonon. H ypagn
Kal Ol YVWOuKES Ikavotntes €dei€av va duokofelouv
10 UNOKEIPEVA OUS NEPINTWOEIS KIVNTKAS BUCXEPEITS
(ndpeon 6e€loU Gvw Gkpou). LUyKeKpIpéva €€ and
10 UNoKeipeva ts épeuvas apvninkav tov €leyxo tns
YPA®NSs v yvWoel Tou eNNEipatéds Tous.

Avaduukdtepa, 6oov apopd oTov ToPEa TS AKOU-
ouknhs Katavénons, énol oi acBeveis epgdvioav €n-

Neuponoyia 23:4-2014, 23-28
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EIPADH

BITNOZTIKEE
IKANOTHTEE

Fpaenpua 2. Enituxia ava topéa tou LOGOS-
APHASIA.

1234567 890NN BUGBEITRENNAR

WAKDYETIH KATAROHEH  WAESIADNIO I TNYIETINED ANOTHTEE

Ipagnpa 3. Nooootd enituxias AKOUGTIKAS Kata-
vénons, Ae€iNoyiou Kal YVwOUK®V IKAVOThTwV
tou LOGOS-APHASIA ava nepiotauko.

123456780 NNNRBUIETBINNLNA

WANATNOTH @ TPAQH

Fpaenpua 4. MNoocootd enituxias avayvwons Kal
ypagns tou LOGOS-APHASIA ava nepiotatko.

Aeiypata oto xpovikd npooavatoioud. EninAéov eA-
Aeiypata napouaciace n nAgloyneia twv aoBevav pe
agaoia Broca, kaBws karl ol aoBevels pe peIkth apaoia
ot xwplkN TonoBEtnon kal tn S1IAKPIoN AVUKEIJEVWVY.

YXeukd pe 10 Ae€indylo evioniotnkav otous acBeveis
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ye apaoia Broca kal peikth agaocia endsippata ws
NPOS TNV avtiotoixion AeKukoU ouvonou PE eIKGVA Kal
v Katavénon AeItoupyIKOTNTAS AVTUKEIPEVWY, OUCIO-
UKWDY, KABWS Kal CUVOVUPWY Kal aviBEtwy ewolmv.

210V TopEd ths Avéyvwons onpeldBnkay ta Ayd-
epa ennfeipypata oe aobeveis pe apaoia Broca kal
HEIKTA agaoia, ta onoia apopouoav otny avayvw-
pion ewvnuatkoU Kal apiBunukoU ypaphuatos,
XpNoN OUCIOOUK®Y KAl PNPATWY Kal TNV Katavonon
OUVAOVUPWVY OUCIACTKDV.

O1 topeis s Mpaghs Kal twv Nwotukoy Ikavothtwy
duokdneyav NoAu 1o olvoo Twv NEPICTATKMY AVE-
€apthtou Winou agaaoias. ¥ta anoteNéopata tns Mpa-
Phs Napouaidotnkav akatannnn ypaen xwpis opann
ypagokivnukétnta kal eubuypdupion otnv anédoon
1600 WV PWVNUATWY 600 Kal Twv apIBuV, KaBms Kal
enavafnyels ypapnuatwy oe pia pwvnuaukh h apio-
pnukn akonouBia. Enions epgaviotnkav efngippata
Adyw xapunniol popepwtikou eninédou (n.x. opboypa-
QIKG N&ON). Ta anoteAéopata twv Nwotkoy [kavotn-
twv avédeitav aduvapies otn BpaxunpoéBeoun pvaun,
o ypagh (anédoon/ceipoBétnon gwvnuatkoy h/kal
apIBuNTKoU ypa@huatos), atny Katnyopliornoinon, otny
AQAIPEUKA IKaVOTNTA, OtNV UNoBeuKN Katdotaon Kal
XPNoN QVUKEIPEVWY, PNPATWY KAl OUCIACUK®OY PETA
and  oupnANPWon NPOTACEwWVY.

AapBdvovtas unoyn us diayvwotkés ekBEoEls,
kaBws kai ta eAdeiypata nou avédei&e 1o epyaneio
LOGOS-APHASIA og oxéon e autés, oto oUvono twv
23 aoBevv napouacidotnkav: 7 Ye agaoia Broca, 2
HE KOTavopaOTKh agaacia Kal 2 pe PeIKth apaaia.
Ta unénoina dtopa (n=12) epgpavidouv euphpata
noikidou eUpous nou &g ouvBEtouv kAmnolov TUNo
agpaoias annd e€akodouBouv va xpilouv Aoyobe-
paneutkns napéuBaocns. Xapaktnpioukh eival, Og,
n nAnpns anoucia agaocias Wernicke kal apaocias
aywyns anoé 1o ouykekpIpévo Oeiypa.

Ta 6layvwotkd anoteféopata tou LOGOS-
APHASIA ¢nai€av kaBoplotkd pdio otov kaBopioud
s 8IGyvwaons Twv ENIKOIVWVIAK®V deglothtwy o€
OUYKEKPIUEVOUS AO0BEVES TNS €pEUvVAS CUPPWVMOVIAS
ge tnv KAIVIKA €E€taon, evioxUovTas ta EUpNpaAta
kal oupPBannovtas otnv tedikh didyvwon. Enions,
o€ aoBeveis Pe Katavopaoukn agaoia avadeikvUe-
tal oto LOGOS-APHASIA 1o kupldtepo ocupntwua,
onAadn «n anwneia cuykekpIpévns katnyopias Né-
€ewv» (unokeipeva 2 kal 12). Ta anoteféopata tou
LOGOS-APHASIA cupnanp@vouv v KAvikn e€gtaon
Kal TS aneIKoviotikés eCetdoels opidovtas tov tuno
s apaacias ws katavopaaotikh apaaia (Fpdenua 5).

Ta anoteféopata tns NAPATAPNONS Twv KAIVIKWOV
unodelkvUouy To evOlaPépov Twv aoBevav tns €peu-
Vas va XpNoIPonoIncouv Tov NAEKTPOoVIKG unonoyi-
OTM Kal va Kavouv tnv niektpovikn AoyonaBonoyikn
agiodynon nou yia kanolous Ntav evieAws Npwid-
yvwpn guneipia. Hrav oxeddv 6nol npéBupol va diek-
NEPAIOOUV TO TECT apoU anoteAoUsoE pia EexwpIoth

] r« ® ANTIETONIEH AEKTIKOY
100 | FYNOACTY ME EIRONA
] B ATHITERH MNHAMH
} | # ALAPTEH OMOHKON
o AESEON
o B KATANOHIH ETEETOY
B AETOYPIIKOTHTA
6% 1
ANTIKEIMENDN
g B OPHEH OVELATTIODY
i | MPHEH PHMATON
WP | FYNONYMA DYTIAITIKGN
i) | EYNCINYMA PHMATON
1% | | ANTIGETA PHMATON
L R
0% 4 ANTIBETA ETBEETON
1 12

Fpdgnua 5. Anotuxia otous unotopeis tou Ae-
§iAoyiou otnv katavopacotikh apagcia.

dpaotnpidnta Nou kévtpioe v nepiépyeld tous. Ol
dokipaoies oto LOGOS-APHASIA htav cageis, ouvto-
pes kai Oev €6e1Eav va BUCAVAOXETOUV TOUS AODEVES.

YYZHTHZH

H nAnBwpa twv yAwooIKOY eupnudtwy tns v
Adyw épeuvas avadeikvuel v noAuniokdtnta s Oi-
dyvwons ts agaaias. Eidikétepa dnws unodeikviouv
1a anoteféopata s £peuvas pAavnke 6T 1a YyAWOOoIKA
eupnpata dev Npoadiopi(ouv anapalthtws €va CUYKE-
KpIuévo tUno agaocias. Autd cupBaivel o€ nepiotaukd
nou dev katatdooovial o€ KANOoIO CUYKEKPIUEVO TUMO
annd napoucidlouv enikoivwviaka enngippata Kai
éxouv avaykn noyoBepaneutkhs napéupaons. EibI-
K&tEpa 0 Npoadiopiouds twv duvatothtwy kal aduva-
picov &ivel otov kAvikd T duvatdtnta va SoPNael 1o
npoid Adyou tou aoBevh, ondte kal tn duvatdtnta
va oxedidoel 1o AoyoBepansutkd nAdvo napéufaons.
To dlayvwoukd Aoyiopikd LOGOS-APHASIA dnws
@aivetal ané ta anoteféopata tns €peuvas Npoacdi-
opilel us duvatdntes Kal ta eAAEiuPata enikovwvias
Twv aoBevav.

I61aitepo evblapépov éxouv ta anoteféopata s
autépatns niektpovikhs aglondynons tou LOGOS-
APHASIA otous aoBeveis e éviova eAAgippata ekno-
unns Adyou kal ous onikés apaaies. H nAgktpovikN
atlondynon tou LOGOS-APHASIA evténioe 6na ta
eNNgiypata oe cupPvia Pe Ta anoteAéopata Nou
avukatontpiovial Kal ota eUPAPATA AEOVIKMV Kal
HayvNTK@OV TOPHOYPAPImY, YEYovos Nou UNodEeIKVUE
NV €yKUPOTNTA WV ANOTEAECPATWV.
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EninpdoBeta, Ppédnke aoBevhs, o onoios evw bev
UnNAPXav eUpAPATa OtV AneikovioTKN PéBodo nou
va eniBePaidvouy v KAIVIKA €IKOVA WS NPos tnv
enikovwvia, pe tnv epappoyn tou LOGOS-APHASIA,
avadeixBnkav eAneippata AGyou nou unodeikvuouv
Ania apaoia Broca. Ta endsippata, g, nou dianiotw-
Bnkav ota dropa pe katavopaotkh agacia (Mpdenua
5) ka1 apopouv o katnyopies Né€ewv, ouvadouv pe
anotenéopata EPELVAY, Ta onoia avadeikvuouy 161
aitepes duokonies otnv avakAnon ouCIAoUKWY Kal
pnudtwy (24, 25).

Ye oupgwvia pe dAnNa epeuvnukd nopiopata (26,
27), 1a anotenéopata s €peuvas cuykaivouv oto T
n napouaia s agaoias gival Mo ouxvh os ATopa pe
AEE. Ytov €neyxo twv Topéwv s enikoivawvias, Og, ta
uynAdtepa Nocootd enituxias Napousiaoav N avayvwon
(72%), 1o Aegindyio (69,57 %) Kal N aKOUCTKN Katavod-
non (63%) o€ oupwvia pe tous Casarin kal ouv (27).

Ta anoteféopata ts NIAOTUKAS EPAPUOYNS TOU
LOGOS-APHASIA unobeikviouv 6T n NAEKTPOVIKN
agiondynon pnopei va cupPanier onpavukd otn O1-
ayvwotkh diadikacia ektipnons Ndyou og apacikous
Kal va Aeitoupynaoel Beukd padi pe tnv kAIvikn npagn.
EninpooBétws, pnopei va npoo@épel pia nio Aento-
HePh Kal eEeIBIKEUPEVN KATAYPAPH TwV YAWOOIKMDV
duvatothtwy kal eAfelppdtwy twv acBevav. Katd tov
TPOMNO aUTO, eVIOXUETAI TO €pY0 TOU KAIVIKOU JE ouaoIa-
OTKES NANPOPOPIES OTNV EKTINGON TWV EMIKOIVWVIAKDV
deglothtwy katd tn Sidyvwon kal enava&§iofdynon
€vos aoBevous.

LYMMEPAXMATA

Katanhyovtas, otnv épguva auth npaypatonoin-
Bnke miAoukN epappoyh tou nAekTpovikoU gpyanei-
ou LOGOS-APHASIA o€ veuponoyikous aoBeveis. Ta
anotenéopata s €peuvas unodeikvUouv tn BeTKN
oupBonn tou epyaneiou otnv kAivikh AoyonaBonoyikn
biayvwon kal napéuPBaon. Mapaddnia n autdpa-
n eCaywyn anotefecpdtwy tou LOGOS-APHASIA
avadeikvUel n AeitoupyIkdtnta s eEeIBIKEUPEVNS
digpedivnons twv duvatothtwy tou Adyou otnv KAl-
vIKh npdagn.

MeAnovukoi otdxol tns €peuvas, pnopei va givar n
epappoyh tou LOGOS-APHASIA o peyanutepo Oeiy-
ua, eouddovias kal og AAAes veupoRoyIKES SIATAPAXES,
n otdBuion tou ws epyaeio didyvwaons, kal MBavas
n avanpocappoyn Kal avaBadpion tou cUPQVa pe
Us KAIVIKES Kal TExvoNoyIKES anatnaoels.

BiBAioypaepia
1. Code C. Aphasia. In: Muller N BM, Damico JS,
editor. The Handbook of Language and Speech
Disorders. Oxford Wiley-Blackwell; 2012. p. 317-
36.
2. Chapey R. Language Intervention Strategies in

Neuponoyia 23: 4-2014, 23-28

10.

11.

12.

13.

14.

15.

16.

Aphasia and Related Neurogenic Communication
Disorders. 4th ed. Philadelphia Lippincott
Williams & Wilkins; 2001.

Hedge M. A Coursebook on Aphasia and Other
Neurogenic Language Disorders San Diego:
Singular Publishing Group, Inc; 1999.

Shipley G.K. MGJ. Assessment in Speech
Language Pathology — A Resource Manual. San
Diego: Singular Publishing Group; 1998.
Manasco H. Introduction to Neurogenic
Communication Disorders. Burlington Jones &
Bartlett Publishers; 2013.

Kaunavépou M. Alayvwotkd ©¢uata AoyoBe-
paneias. ABhva EAAHN; 2007.

McNeil MR, Pratt SR. Defining aphasia:
Some theoretical and clinical implications of
operating from a formal definition. Aphasiology.
2001;15(10-11):901-11.

Haynes W, Moran M, Moran M, Pindzola R.
Communication Disorders in Educational and
Medical Settings. Sudbury, Mass: Jones & Bartlett
Learning; 2012.

Papathanasiou I, Coppens P, Potagas C. Aphasia
and Related Neurogenic Communication
Disorders. Burlington Jones and Bartlett Learning
LLC; 2013.

Hedge M. Hedge' s PocketGuide to Assessment
in Speech-Language Pathology 3rd ed. New
York: Thomson Delmar Learning; 2008b.

Davis L, Copeland K. Computer Use in the
Management of Aphasia: A Survey of Practice
Patterns and Opinions Contemporary issues
in communication science and disorders.
2006;33:138-46.

Theodoros D, Hill A, Russell T, Ward E, Wootton
R. Assessing Acquired Language Disorders in
Adults via the Internet. Telemedicine and
e-Health. 2008;14(6):552-9.

Hall N, Boisvert M, Steele R. Telepractice in
the assessment and treatment of individuals
with aphasia-a systematic review. International
Journal of Telerehabilitation. 2013;5(1):27-37.
Van de Sandt-Koenderman W, Wiegers J,
Wielaert S, Duivenvoorden H, Ribbers G. A
computerised communication aid in severe
aphasia: an exploratory study. Disability &
Rehabilitation. 2007;29(22):1701-9.

Newton C, Acres K, Bruce C. A Comparison of
Computerized and Paper-Based Language Tests
with Adults with Aphasia. American Journal of
Speech-Language Pathology. 2013;22:185-97.
Hussmann K, Grande M, Meffert E, Christoph
S, Piefke M, Willmes K, et al. Computer-assisted
analysis of spontaneous speech: quantification
of basic parameters in aphasic and unimpaired
language. Clinical linguistics & phonetics.
2012;26(8):661-80.

7] EAAHNIKH
| NEYPOAOTIKH
| ETAIPEIA



28

E. I. Tokn, . @akitoa, A. Kupitons, A. Apdoos, E. KapBouvn, . . BoUdyapns, X. lavvénounos

1| NEYPOAOTIKH
= ETAIPEIA

17.

18.

19.

20.

21.

22.

Chan S, Tsigka S, Boschetti F, Capasso R. A
computer-aided evaluation of error patterns in
aphasic speech. Clinical linguistics & phonetics.
2010;24(11):915-27.

Palmer R, Enderby P, Cooper C, Latimer N,
Julious S, Paterson G, et al. Computer Therapy
Compared With Usual Care for People With Long-
Standing Aphasia Poststroke: A Pilot Randomized
Controlled Trial. Stroke. 2012;43(7):1904-11.
Cherney L, Halper A. Novel technology
for treating individuals with aphasia and
concomitant cognitive deficits. Topics in stroke
rehabilitation. 2008;15(6):542-54.

Koul R, Corwin M, Hayes S. Production of graphic
symbol sentences by individuals with aphasia:
Efficacy of a computer-based augmentative and
alternative communication intervention. Brain
and language. 2005;92(1):58-77.

Abad A, Pompili A, Costa A, Trancoso |, Fonseca
J, Leal G, et al. Automatic word naming
recognition for an on-line aphasia treatment
system. Computer Speech & Language.
2013;27(6):1235-48.

Toki E, Plachouras K, editors. The Development
of Logos - Aphasia: an innovative computerized
tool for assessment processes of Aphasia in Greek.
4th National Conference of HSSS ” Information
Managment and Innovetions Systems”; 2008

23.

24,

25.

26.

27.

May 29-31, 2008a University of loannina, Greece:
HSSS.

Toki E, Plachouras K, editors. Logos - Aphasia:
A computerized tool designed to be used by
the speech and language pathologist for the
assessment of Aphasia in Greek. 2nd Scientific
Conference «Greek language and disorders»;
2008b 31 May - 1 June, 2008b Dept. of Speech
and Language Therapy TEI of Patras, Greece TE|
of Patras, Greece.

Kambanaros M. The trouble with nouns and
verbs in Greek fluent aphasia. Journal of
communication disorders. 2008;41(1 ):1-19.
Kambanaros M, Van Steenbrugge W. Noun
and verb processing in Greek-English bilingual
individuals with anomic aphasia and the effect
of instrumentality and verb-noun name relation.
Brain and Language. 2006;97(2):162-77.
Bersano A, Burgio F, Gattinoni M, Candelise
L. Aphasia burden to hospitalised acute stroke
patients: need for an early rehabilitation
programme. International Journal of Stroke.
2009;4(6 ):443-7.

Casarin F, Pagliarin K, Koehler C, Oliveira C,
Fonseca R. Brief communication assessment
instruments: available tools and their clinical
applicability. Revista CEFAC. 2011;13(5):917-25.

Neupofloyia 23: 4-2014, 23-28



NeupoAoylkég Elkdvecg...



30

NeupoAoylkég Etkdveg

Fig 2. Axial CT scan showing bilateral
cerebellar hemisphere calcifications
Fig 1. Axial CT scan showing bilateral
basal ganglia and thalamus calcifications

2YNAPOMO FAHR

. lwawvibns, M. MaidBns, A. Kapakwotas
B” Neuporoyikn Kavikn, MTNE AXElA, Gsooarovikn

FAHR'S SYNDROME

P loannidis, P Maiovis, D. Karacostas
B Department of Neurology, AHEPA University Hospital

A 55 year-old, right handed man, with a 10-
year history of hypoparathyroidism was referred
to our clinic for memory and behavioral problems.
On examination, he had bilateral cogwheel rigidity, Fig 3. Axial CT scan showing bilateral
masked facies, primitive reflexes and bradykine- ~ periventricular white matter calcifications
sia. Neuropsychological testing revealed impaired
short memory and executive functioning. A CT
scan showed extensive calcifications in the basal ganglia and thalamus (fig 1), cerebellar hemispheres
(fig 2), and periventricular white matter (fig 3) bilaterally. He had low levels of parathyroid hormone,
normal thyroid stimulating hormone, normal iron studies, calcium and ceruroplasmin.

Fahr's disease is a neurodegenerative disorder characterized by calcium deposition in the brain1.
It can be sporadic or autosomal dominant. The differential diagnosis is broad and includes hypo-
parathyroidism, pseudohypoparathyroidism, Wilson's disease, mitochondrial encephalopathies, CNS
lupus, Down'’s syndrome and neurobrucellosis.

The cause of Fahr’s syndrome in our case was hypoparathyroidism. Treatment of the underlying dis-
order is the treatment of choice. However, in the majority of patients treatment is mainly symptomatic.

Reference

1. Manyam BV. What is and what is not ‘Fahr’s disease’. Parkinsonism and Related Disorders 2005;
11(2): p. 73-80.
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