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ApOpa...

«H énpoaieuon dpBpwv atn NEYPOAOTIA bev dnAdvel anoboxn
vV andwewv kar Béoewv tou ouyypapéa and v Xuviakukn Emitponn n v ENE»

«TO MEPIEXSIEVO TWV KATaxwpNoewy gival eEuBUVN TV ETAIPEIDY MOU avapepovial
Kal oQeiel va akoNouBer tis npoBAendueves vOuILIES MPOUNoBEoeis»

«H xprion epyaneiwv, KAIUdkwY kai NoyIouIKoU MoU avapePETal otis epyaoies eivar euBuvn
WV OUYYPapewy, ol orofol npenel va éxouv €aopaniosl TS OXEUKES dOgIEs
Kai va tus kpatouv oTo Mpoowriiko ToUs apxeio»



REVIEW ARTICLE ANAXKOIMHEH
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NEYPOAQTIKH
2=J ETAIPEIA

AIATAPAXEZ KINHTIKOTHTAZXZ £E METABOAIKEZ
AIATAPAXEZ

XeBaoth Mnootavi{onouiou, Zwn Katoapou, lwdvvns AaykAns

" Neuporoyikn KAivikn, Apiototéneio Maverotiuio ©sooaiovikns

MNepiAnyn

O1 petafonikés diatapaxés kanuntouv éva eupU pAcpPa voonpudatwy Kal éxouv aav unéBabpo eniktntes Kal
kAnpovouikés duoneitoupyies opydvwy, avendpkeles evQUUIKWOV UNXavIoPwy, eNAEPEIS TPOPIKMDY napayod-
viwv K.A.M. Yuxva ol diatapaxés autés ennpeddouv Agitoupyikd kal Sopikd tov eyképano, ondte padi e tnv
unénomn cupnwatodoyia twv petafonikmv ouvdpduwy eugavidovial nANBos veuponoyikwy ekONAMCE-
WV NOU oUxva UNdyovtal oTtny Katnyopia twv KIVNTIKGY Siatapax@v. uvnons gival n egepavion tpdpou, pu-
O6kAovoU, NAPKIVOOVIOUOU, XOPEias K.4., Mou Pnopei va unoxwphoouy pe tn Bedtiwon ts petafonikns du-
oferitoupyias (n.x. KIVNTKES dIatapaxés o NNATtKA h oupaipikh eykepanondBeia) h dnAote napapévouy Kal
etefiooovtal (n.x. eniktntn nnatoeykepanikn ekpunion). 1o dpBpo autd Ba NepyPAWOUE TS SIATAPAXES
Kivnukétntas nou epgavidovial oe petaPonikés Slatapaxés, Onws NNATtKA avendpkeld, VEPPIKA avendpkeld,
diatapaxn nAgktpoAUTwY Kal diatapaxn tou petaBoniopoU tou xankou, yayyaviou Kal aidnpou, Npoopépo-
VIaS OTOUS VeuponAdyous pia ouviopn evnuépwon nou agopd o autd 1o ouxvo npéBAnua.

Né€eis eupetnpiou: petafonikés Siatapaxés, NNATKN AvENAPKEIQ, VEPPIKA AVENAPKEID, KIVNTKES OIATAPaXxEs,
NapKIvVoOVIoPOs

MOVEMENT DISORDERS IN METABOLIC DISORDERS

Sevasti Bostantjopoulou, Zoe Katsarou, loannis Dagklis

3 University Dept. of Neurology, Aristotle University of Thessaloniki

Abstract

Systemic metabolic disorders are frequently accompanied by movement disorders. Tremor, asterixis, parkin-
sonism, dystonia e.t.c. may be an important component of the clinical spectrum of these disorders, which
sometimes is subtle and transient and other times predominant and debilitating, needing emergency treat-
ment. Frequently a neurological consultation may contribute significantly to the evaluation and treatment
of patients with metabolic disorders and motor symptoms. The scope of this article is to highlight the
importance of movement disorders in the clinical course of metabolic disorders, such as hepatic and renal
insufficiency, electrolyte imbalance and metal metabolism defects, providing the neurologist with a quick
update to this significant everyday problem.

Key words: metabolic disorders, hepatic failure, renal failure, movement disorders, parkinsonism

Alatapaxés Kivnukotntas ouxvd avadlovtal and us
anAnnembpdoels petaty ouvBetwv naBoguaoionoyi-
KOV UNXaviopov Yeta&l tou NeupikoU Zuothpatos
(NZ) kar twv Slapopwv opydvwy. O1 diatapaxés Kivnt-
KOTNTAS Pnopei va gival 1o apxIké cUPNTwUa Pias Je-
tafonikns diatapaxns n va eppavioboly otnv nopeia
s vooou. MoAnés petaBonikés nabnoels epgavidouv
veupofoyikh onuegiofoyia kar o S1aTapaxés KIVNTKO-

ntas (tpépos, pudkiovos, xopeia K.AM.) ynopsl va
anotenéoouv 1o KAEIOI yia tnv didyvwon. Xto dpBpo
auté Ba neplypayoupe s SIaTtapaxEs KIvNUKOTNTAS
nou epgavidovtal os petafonikés diatapaxés, onws
NNatkn avendpkela, veppikn avendpkeia, dlatapa-
xn nAekpoNUT®Y Kal diatapaxn petafoniopol twv
petdnwy.

Neupodoyia 30:2-2021, 6-19



Alatapaxés kivnukdtntas o petafonikés Slatapaxés

KINHTIKEZ AIATAPAXEX XE NOZHMATA
TOY HNATOZX

O eyképanos eCaptdtal andAuta and to hnap yia:
a) in Siathpnon @uaionoyik®v eninedwv yAukdlns,
B) tov evdidueco petafoniopd BPENTKDY OUTIWY,
Brtapivady, 1IXvooToIxeiwv K.4. anapaitntwy yia
Quolonoyikn tou AgItoupyia Kal y) tnv anopdkpuyv-
on TofIKWV napaywywy ou petaBoniopou [1]. Eva
nAnBos voonpdtwy KANPOVOPIKAS Kal €NKTINTNS alt-
ofoyias pynopei va ennpedoel npwtonabws 10 hnap
Kal Tov eyképano tautdxpova (n.x. ankooniouoés,
v.Niemmann-Pick tinou C k.A.n.) h 6euteponabms
Adyw npdkAnons Bapids NNatukns avendpkeias kai/ f
Adyw nuiaias unéptaons Pe evepyonoinon nunaio-
OUCTNPATKMV OVOOTOPMOEWY, NOU CUVENAyeTal, O
uwnid nocootd, cofapn diatapaxn oe eninedo KNX
[2, 3]. Znv napouoa avackoénnon Ba vyivel avapopd
pOVOo o€ KIvNTikés Slatapaxés, nou epgavidovial o
aoBeveis pe beuteponabn npooPonn tou eykepanou
Adyw eniktnns nnatukhs BAANs.

Hnaukn eykepanonadeia (HE)

Mpodkertar yia emnAokn s ofegias (kepauvooiou)
Kal tns xpdvias NNatkhs avendpkelas. Xapaktnpie-
tal ané npoodeutkd enidevolpevn dlatapaxn s
NPOCWNIKOTNTAS, TWV YVWOTUKOV AEITOUpYIWY, TNS
ouveidbnons kail s KIvnukhs Agitoupyias. Yndpxouv
1peIs kUplol winol HE, nou diaxwpilovtal avanoya
e to unokeipevo aito. O wnos A eugaviletal otnv
kepauvoRBono nnatkh avendpkela, o tinos B ous
NEPINTOEIS NUAAIO-CUCTNUATIKNS AVACTOPWTKAS KU-
kAogopias, xwpis eppavh nnatkn ducnetoupyia kal
o wnos I og aoBeveis pe Kippwon nnatos kal nuAalo-
ouoTNUATKN avactopwtkh kukAopopia. Opioyévol
avayvwpifouv Kal éva tuno A, yia us NepINImaoEls nou
oe xpovia HE eppavicetal ofeia €é€apon. O nio ouxvés
Kal Xapakinploukoés wnos HE eival o winos I [4]. Me
Baon éva biebvés ouotnua tagvounons n HE Siaipeital
og 1éoogpa Kupla otadia (I-1V), nou diagoponoioy-
vtal avénoya pe pia kAiyakoUpevn enidsivwon tns
S1aTapaXns WV YVWOTKWOY AEITOUPYIMY Kal TNS OUVEI-
bnans, pe kKopUPwaon 1o nnaukd kwua. Mpoteivetal
Kal éva néunto, npddpopo, otddio s unokAivikns i
efdooovos HE, nou yivetal avuAnmntd Yévo pe €1dIkEs
WUXOUETPIKES OokIpaaies [5-7]. Ektds and us yvwouKes
Kal ouveldnolakés diatapaxés, otnv KAIVIKA €IKOVa,
ouvundpxouv noANanAés KivNukeés S1aTapaxés Onws,
aotnpiia (asterixis), napkivooviouds, 1poéuos Béons,
puodknovos, ducapBpia, ata&ia kar ondvia xopeia,
BanAiopds, otopato-npoownikh duokivnoia. O Ki-
VNTKES Slatapaxés Ynopei va epgaviotolyv os 6Na T
otadia ins HE, akdun Kal xwpis va undpxel EJeavis
S1aTapaxn TV YVWOUKWOVY AgItoupyidv [2-4].

Aotnpi€ia: Eival n nio xapaktnplotukn KIVNTKA
diatapaxn tns HE, aAfd pnopel va epgpaviobei kal oe
annes petaPonikés eykepanondBeies N va oxetietal
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ye @appaka (n.x. udavtoivn, Bannpoiko, NiBio k.An.)
[2]. Nepiypapn ts actnpi&ias yivetal otnv oupalpi-
Kh eykepanondBeia. tnv HE n eppavion actnpi§ias
avapévetal oto eNaPpd ws péco otddio, annd oxi oto
teneutaio. Av oe évav aobevh tpitou otadiou e€apa-
vioBei n aotnpi€ia, nou NpoUnhpXe PEXPI EKEVN TN
ouyun, autd anotenei coPapn évoeiEn embeivwaons
Kal KIvOUvou PETANTWOoNs 0 NNATKO KOua [8].

H aotnpi&ia otnv HE pnopei va neplopiletal pévo
ota 6dktuAa, €xel pikpd €0pos Kal ouxvotnta 5-12Hz
(mini asterixis). KAvikd poidadel pe 1pdpo Kai n diago-
pOoNoiNoN tNs UNopPEi, oUs NEPICOOTEPES NEPIMTWOEIS,
va yivel pévo veupogualodoyikd [2].

Mapkivooviopos: H unokivnoia kal n aouvépyela
TwV KIvhoewv otn HE eival ouvnBes gaivopevo, duws
autd evtdooetal péoa oto oUvono Twv CUPNTIWUA-
Twv s ndBnaons Kal gival duokoAo va Slaxwplotel
and 1o yevikd nAaaiolo. Mapkivooviouds avagépetal
ot0 4-21% twv aoBevv ue kippwon hnatos [5, 9,
10]. Zus Siagopes penétes duws cupnepiNappavo-
Vial NepIotatkd aoBeviv pe Kippwon tou ANatos
KQI MAPKIVOOVIOHO, NOU €ite ouvundpxel pe ensioddia
wnikns HE 1 xwpis. Avagpépovtal MEPINTWOEIS MOU O
napKIvooviouds unoxwpei e t Bepaneia tns HE pad
e ta undAoina cupnt@pata s eykepanikns duonel-
Toupyias kal afes nou napapével kai eéenicoetal. Oi
aoBeveis autol avhkouv otnv Katnyopia ts enikintns
nnato-eykeanikns ekpunions [10].

Inavies Kivnukés diatapaxés: L BiBAioypapia
QVOQEPOVTAI UEPOVWIEVES MEPIMTWOEIS E YEVIKEUUE-
vn xopeia h Padnioud, otopato-npocwnikh dUokI-
vnoia pad pe tpdpo Béons ota dvw AKpa, KOPUIKA
duotovia pe ekbhAwon cuvdpduou Midas K.4., nou
unoxwpnoav pe Bepaneutkn avuyetwnion tns HE
[11-13]. H naBopuaionoyia tns HE eival noAunio-
Kn Kal og apketd onpeia adieukpiviotn [5, 6]. Ztov
eyképano napatnpouvtal BAdRes otnv aotpoyoia
(aotpokuttapa Alzheimer twinou ), tn pikpoynoia
Kal tous veupwves. O1 BAdRes autés anodidovtal otn
OUYKEVTPWON TOEIKMV OUCIV (appwvia, payydvio),
og eAgypovh pe auénon NpoPAeyuovwdhY KUTOKIVHDV
(TNFa, IL-1B, IL-6), og petafonikés kal TpoIkeés diata-
paxés, KaBws kal og evepyonoinon s GABA-epyIKNs
veupopetaBifaons Adyw ékAuons VEUPOOTEPOEIDDV
(afdonpeyvavoniévn) [6].

H &idyvwon tns HE eival kAvikn. Ta pyactnplakd
€UPNUOTA Nou éxouv Peydnn onuaaia eival n auén-
on wwv ennédwv s aupwvias ato aipa, nou eivai
XapaKINPIoUKS eUpnua. H auénpévn appwvia dev
oupBadicer pe v Baputnta tns HE kal cuvhBws bev
XpNoIPeUEl ws NPoyvwaotkd otoixeio. Ta guaoiono-
YIKG €nineda appwvias pas anopakpUvouy anéd
diayvwon HE [4, 7].

Y10 HET napawnpeital eniBpdduvon twv pubumv
1I61aitepa ous Npoabies neploxés kal ivar mbavo va
gupavioBouv 1a xapakINPIoUKA TPIPACIKA cupnAgy-
pata tns HE. Ta eupnuata tou HET dev eival e16ikd
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NEYPOAOTIKH
ETAIPEIA



YeBaoth Mnootavi{onounou, Zwn Katoapou, lwdvvns AaykAns

yia tnv HE kai &ev xpnoigonolouvtal otn S1dyvwon,
andnd sivar xphoipa yia napakoAouBnon s e&€niEns
s vooou [3].

inv MRI eykepdanou neplypdpovial euphpata nou
aVUOTOIXOUV OE eyKe@AnIkG ofdnpa pe augnuévo onpa
ownv T2 akodouBia oto ¢Aoid kal us uno@nolhOels
dopés. Kanoles popés €101kd o€ xpovi(ouoes Kataota-
o€ls avagpépetal auEnpévo onpa ota Bacikd yayydia
otwnv T1 akofouBia. Ta euphpata unoxwpouv e Tn
Bepaneia tns HE. Aev anoteAolv diayvwaotikd KpIth-
pio [5, 10].

H Bepaneia tns HE apxiel pye tov npoadiopiopd
kar 816pBwon tou ekAutkoU napdyovia (Aoipwén,
algoppayia nenukoU, nAektponuTIKES OlaTapaxEs,
diatpoIkés napektponés, pdpuaka n.x. dloupnukd,
Bevlodialenives, oniouxa k.An.). Mapdidnna yivetal
npoondBeia peiwons s anoppoé®NoNs tNs appwvias
ano 1o éviepo Pe tn xphon NaktouAddns, pipatipivns,
opviBivns-acnapayivikoy, npofiotkdv. H nAnpns
Bepaneutkh avupetdnion yivetar yévo pe tn Peta-
péoxeuon nnatos [5, 7].

Eniktntn nnatoeykepanikn ekpuiion (EHE)

H EHE eivai éva etepoyevés veuponoyikd ouvopopo
He npoodeutkh eC€NIEN, nou nepinapPavel noikines
KIVNTKES KAl YVWOTIKES SIaTtapaxés Kal eypavicetal oe
€60pos NNatukns Kippwaons N NUAdIo-ouUCTNPATKAS
avaotopwtkhs kukAogopias [2, 3, 14-17]. Inpavukds
napdyovtas otnv eeavion tou cuvdpouou gival n
ooPapol BaBpou NuAdIo-oUCTNPATIKA AVOCTOUW-
kA kukdogopia, kaBdoov péow auths npokaneital
dueon diappon toIkmV napaydviwy ou petafo-
AiopoU otn cuotnpatkn Kukdogopia. Na to Ndyo
auto EHE pnopei va epgaviotel kal oe acBeveis nou
€xouv pev gualondoylkn nnatkh Aeitoupyia, adnd
napouoidlouv NUAAIO-CUCTNUATKA AVACTOPWUKA
kukAopopia eEw-nnaukns arvodoyias [3, 15, 16]. H
ouxvétnta EHE avépxetal oto 1-2% twv aobeviv e
xpovia nnaukh véoo [15,16]. Eneidh dev undpxouv
oapn dlayvwaotkd Kpithpia Kal n gtepoyévela s EHE
eival peyann gival mBavé noAnd nepiotaukd va na-
papévouv adidyvwota.

Avdnoya pe v KAIVIKA €IkOVa OIaKPIVOUE TS €ENS
pop@es EHE: 1) ye kKivnukes Siatapaxés, 2) PE yvw-
OUKES Kal PUxIKES ekONAMOoEIS, 3) Ye NNAtkn pueno-
néBeia. O1 peis pop@és pnopei va andnfoenikanu-
ntovtal Kal otov {610 aoBevih Kal XapakiNPIoUKE ts
pias epgavidovial gadi pe ta kUpIa CUPNTOPAta s
annns [3,15,16].

Znv napouca avackénnon Ba yivel avagopd ots
NEPINTWOEIS PE KUPIa ekONAwWOoN TS KIVNTKES diata-
POXES.

EHE pe kivnukés diatapaxés: Anotenel tnv nonu-
nAnBéotepn opdda (60%) twv aocBevv pe EHE [15].
KAvika poiddel pe tn véoo tou Wilson kar o nafaid-
TePES KAIVIKES avapopés undpxel o 6pos eniktntn Nna-

topakoeldns ekpunion un Wilson [9]. Alapoponoieital
and t véoo tou Wilson and to yeyovods 6t otnv EHE
bev napatpeital peiwon s aepoufonAaopivns otov
opo, anouoialel o dbakwinios Kayser-Fleischer kai n
anékkpion tou xafikoU ota oupa gival puaionoyikn
[3]. O1 aoBeveis pe EHE pnopei va epgavicouv nap-
KIvooviopo, t1popo Béons, pudkiovo, xopeia, atacia,
duotovia K.4., pepovwpéva h og cuvduacpous. Ta
oupntpata evoEXeTal va epgaviotolv otn didpkela
eneicodiou HE, adnd dev unoxwpoulv pe t Bepaneia
Kal ouvexiCouv va enIdeIvvovTal HECA OTO XPOVO
n ekdbnAwvovtal ave€dptnta and tnv HE [2]. H ou-
XVOTEPN KIVNTKA Slatapaxn €ival 0 NapKIvoovIouds
(10-25%) [15]. Ta cupnNTWOUATA TOU NAPKIVOOVIGHOU
oe €dagos EHE €ival: appotepdnicupn CUPPETPIKA
Bpadukivnaia, duckapyia kar diatapaxn Badions. H
buokonia otn Badion evdéxetal va gival and ta npw-
Iya cupntopata. O pdpos npepias gival ondvios Kal
enikpatel o 1pdpos Béons kal evépyelas. Alaxwpiletal
étol and tn vooo tou Parkinson, n onoia éxel aoUp-
peTpNn évapn, o T1popos npepias gival ouxvos kal n
diatapaxn Badions sppavicetal dyipa. MoAu ondvia
AVaPEPOVTAl EPOVWUEVA MEPIOTATKA E TPOUO NPEUI-
as kal aoUppetpn évapén [18]. H kAvikh eikdva punopei
va yivel ouvBetn, Ye eppdvion oto id1o dtopo, dARwv
KIVNTK®V 81aTapaxmv 6nws XopEia, oTouatonpoow-
nikn duokivnoia, ductovia kal ata&ia [2, 3]. Yndpxel
HIKkp6 nocootd aoBevmv nou kAvikd napouaidlouy
eikova napeykepanibikns ata&ias xwpis Napkivoo-
VIKG h xopelo-buotovikd cupntdpata [19]. Apketoi
aoBeveis pe EHE napouacidlouv coPapés yVwOoTIKES
Kal CUPNEPIPOPIKES Diatapaxés [20].

To xapakmpiotukd aneikovioukd edpnua s EHE
otnv MRI gival n eppdvion au§npévou chpatos otnv
T1 akodouBia atnv wxpd opaipa dpew. To autnpévo
autd ohpa Pnopei va enekteivetal ae 6Ao To PakoeidNn
nuphva, tn péAaiva ouacia Kal tTov odoviwtd nuphva
s napeykepanidas. H napoucia tou ogeidetal og
ouoompeuon Payyaviou [2, 3]. Avagépovtal kal ond-
VIES NePINTOEIS pe EHE xwpis angikovioukd euphpata
[21]. Mia 161aitepn aneikovioukh eppdvion otny MRI,
avaQéPETal ous NEPINTWOEIS Ye apiyn ataia, drou
neplypd@etal napeyke@anidikn atpodia kar auénpé-
vO ohpa ota péoa napeykepanidikd okéAn otnv T2
akonouBia [19].

Ye apketous aoBeveis pye EHE kal napkivooviopd
napatpnBnkav naBonoyikd eupnpata oto DaTSCAN,
yeyovos nou Oeixvel Unap&n npoouvanukoU eAAEiy-
patos vionapivns, evd og d4ANous ta euphuata htav
ouolonoyikd [9, 22]. To ibio cuvéRn kal pe to 1123
IBZM SPECT.H enikpatéotepn Bewpia yia tnv naboyé-
vela tns EHE otnpietal otnv to§ikdtnta tou payyaviou
kaBdoov augnpéva enineba payyaviou napatnpouval
010 38% twv aoBevv pe EHE kal og vekpotopikd
gupnuata éxel napatnpenBel cuykévipwaon payyaviou
ota Baoikd yayyia aoBevv pe EHE [10, 20].

Ektés and inv EHE cucowpeuon payyaviou na-
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patnpeital oe dSnAntnpidoels Adyw enayyeApatkns
n Siatpoikns €kBeons o€ payydvio Kal og ondvia
kAnpovouiké ouvdpopa diatapaxns tou petafoni-
opou tou payyaviou [23].

H Bepaneia tou napkivooviopou otn EHE ey eival
annn &iéu Ba npénel va AdBoups undyn tnv NNAUKA
avendpKela Kal us ENNTWAOEIS NS oTo Yetafonioud
nonAwmv eappdkwy, kabws enions to nabodoyoava-
TopIKG UNdoTpwa Kal ta dAfa cuvodd cupnmuata
s EHE, kupiws otov topéa s WPuxikns Kal yvwot-
Khs opaipas. Mpoteivetal n xphon s Agfovidna o
6nous tous aoBeveis kal n avgnon tns 6dons otadi-
akd avanoya pe tnv avoxh kal 1o anotéleoua. Exel
napatnpnBei 6u n 6pdon tou papudkou o aoBeveis
pe EHE noAnés popés dev eival ikavonomukn. Mpénel
va yvwpiloupe 6T 0TS NePINTWOEIS Nou n BAARN ota
Baoikd yayydia eival kataotpoikh n Bepaneia dev
pnopei va éxel anoténeopa. O vionapivepyikoi ayw-
viotés Ba pnopouacav va xpnoiyonoinBouly, afid n
anotefeopaukdtnta tous Bewpeital Ou gival pIkpn,
161aitepa und to nNpiopa s Unapéns diatapaxns twv
D2 unoboxéwv ota Baoikd yayynia. H xpnon avuxo-
Aivepyikwv dev gival eniBupntn Adyw tou KIvdUvou
embeiviwons twv yvwaoukdv Agitoupyidyv. H xophyn-
on xnAIKOV NapaydvIwy yid thv anopdkpuvon tou
payyaviou dev édwoe Bepaneutkd 6genos [2, 3, 10,
23, 24].

Mavtote avupetwnidovias éva nepiotatkéd pe EHE
Ba npénel va éxoupe undyn tov Kivbuvo epeavions
enelcodiwv HE kaBws kar neparépw enideivwans tns
nnauknhs Aeitoupyias. Eival anapaitntn n cuvepyacia
UE yaotpeviepondyo yia tnv and Kovou avupETmIon
ONwV Twv NApauétpwy s nnatondBeias.

TéAoS N PYETAPOOXEUON ANATos éxel OWOEl os ap-
KetoUs aoBeveis tn duvatdtnta va Benuwboulv 16oo
kAIVIKG 600 Kal aneikovioukd kal Bewpeital n kanu-
tepn AUoN yia v avupetonion s EHE [25].

Kivnukés Siatapaxés o€ Jetagdoxeuon NNATOS

H petapdoxeuon nnatos divel tn Suvatdtnta otous
aoBeveis pye nnatkh avendpkela va enavéfBouv oe
pia kafn Agtoupyikh katdotaon. Xnv nopsia s
€E€MIENS TOU peTapooxeUpPévou aoBevh WS, Pno-
peil va avakuyouv veuponoyikés emnnokEs, nou eite
oxeti{ovial PYe GUECES PETEYXEIPNTIKES ENINTMOEIS N
ME Ta pAPUAKa Nou xopnyouvial yia NV ano@uyn
andpPIYNs TOU PJOOXEUPATOS N PE TNV ENAVERPAVION
NNatkns avendpkeias os nepintwaon duoneitoupyias
TOU POOXeUpATos. H ouxvétepn kivnukh diatapaxn
gival 0 1pdpos (26.5%) Pe XAPAKTAPES EVIOXUPEVOU
ouolodoyikoU Tpdpou Kal 0 udkiovos (3.1%) [26].
O tpoépos opeifetal kupiws otn 6pdon twv PAPUAKwWY
(takpodniyous, kukAoonopivn) Kal éxouv NapatnpnBei
NEPINTWOEIS, MNOU NPOUMNNPXE TPOPOS NPIV TN PETAPO-
oxeuon Kal enideivadnke petd. O pudkAovos oxetiCetal
ue eykepanondBeia nou pnopei va npokAnBei and

Neuponoyia 30:2-2021, 6-19

1o§ikn dpdon eapudkou h ota nAaicia eykepanikoy
o1dnpatos kal Aeukoeykepanondabeias. Indvia avaé-
pOoVIal MEPICTATKA PE EYPAVION NAPKIVOOVIOHOU LETG
I petapdoxeuon nNatos [27]. O1 KIVNTKES DIATapaxeés
O€ GTopd pe petapgdoxeuon NNaAtos avtpetwnidoval
pe npoondBeia 16pBbwons tou artofoyikou napd-
yovta.

AIATAPAXEX KINHTIKOTHTAX XE MA©HZEIX
TQON NEOPQN

O1 xpovies Nabnaoels twv veppwv napoucidlouv
gia ouvexn augnon ts ouxvoTNTas Kal ou eninofa-
opou tous. To 2017 vooouaoav and xpovia ndénon
WV VePPV 697.5 ekatoupupla dtopa og 6Ao tov
kdopo pe eninodacpd 9.1% naykoopiws [28]. H
oxéon peta&u NI kal nabhoswv twv veppv gival
ouvBetn kal noAunAsupn. H naBoyevetukh Bdon twv
dlatapax@v KIVNTKOTNTas o€ NabNCEIS TwV VEPPOV
eival noNAanAn. O1 diatapaxés KIvnTuKOTNTAs Pnopei
va npokafouvtal anoé tnv oupaipia, and us nAeKTpo-
Autikés diatapaxés, and tnv to&ikétnta diapdpwy
Qappdkwy twv onofwv o petafoniopds ennpeddetal
anoé v diatapaypévn veppikh Agitoupyia, and us
eninAokEs tns aipokdBapons kal and us eninAokEs
NS VEQPPIKNS PETAPOOXEUONS. AVTIOTPOPa VEPPIKA
bduonertoupyia pnopsl va npokAnBei and opiopéves
diatapaxés Kivnukdtntas. TEAOS UNAPXOUV YEVETIKA
Kal enfktnta aftia ta onoia ynopoulv va npooPaniov
tautoxpova to NI (npokanvias diatapaxés Kivnt-
K&TNTas) Kal Tous veppous.

I. Alatapaxés Kivnukoétntas AOyw VEPPIKNS
véoou

A. Apeoa anoteféopata tns VEQPIKNS
avendapkeias

a. Oupaipikn eykepanondBeia. To oUvOPOPO NS
oupaipikhs eykepanondBeias anotenei tnv ekbnwon
s oupalpias ané tov eyképano. O Mo xapakinpIou-
K€s dIaTapaxés KIvnTUKOTNTas nou epgavidovial otnv
oupaipikn eykepanondBeia ival n aotnpi€ia, o 1pduos
Kal 0 pudkiovos [29-32]. O1 iatapaxes KIivnukotntas
ouvhBws gpavidovtal os ouvduaopd pe ta dnna
oupnuopata ins oupalpias and 1o KNZ. Xy npwign
@don padi ye us S1atapaxés UvAPNS Kal OUYKEVTPWONS,
us diakupdvaels s d1dBeons kal ts dlatapaxés Ndyou
ep@aviCovtal n aotnpifia Kal 0 TPOP0S. LTa NPOXw-
pnuéva otddia n ékntwaon tou eninédou ouveidnons
(Nou @Tavel péxpl Kal 10 KMA), To napadhpnua Kai ol
weubaiobhaoels ouvodevovtal and enNNNUKES KPIOEIS
Kal pudkAovo. Ztnv naBoguaoiofoyia tns oupalpiks
eyke@anondBeias egniékovial cUoOWPEUON TOE|-
Kov petaBonitiyv, avicopponia Petal dleyepTUKwY
Kal avaotanukwy veupodiafIfactdy Kal OpUOoVIKES
diatapaxés. Ta oUPNTOUATA TS oupalyias €ival Mo
Bapid kar eEenicoovtal nio yphyopa otnv ofgia ve-
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opIkh avendpkela [29, 30]. To HET sival ouvhBws
naBofoyikd pe yevikeupévn eniPpaduvon (ue 6éAta
Kal Bnta dpaotnpidtnta), kupiws petwniaia [29-32].
Enfons undpxouv ocupniéypata aixpns-ppadéws Ku-
patos, nou &ev oxetiCovial dPws Pe tov pudkiovo. H
MRI tou eykepdaniou pnopsi va gival puoionoyikh A va
éxel pn €181ka eupnpata. Zndvia éxouv napampnOef
afnoimoels ota Baoikd yayydia, otnv nepikoifiakn
Aeukn ouaoia kal otnv éow Kawa [29-30].

Aotnpi§ia: n nio cuxvn popen apvnukoU pud-
kAovou xapaktnpiletal ané akouaolss, enavanay-
Pavopeves, dppubues, Ppaxeias didpkeias (1-3sec)
NTEPUYOEIOEIS KIVATEIS TV TEVIWPEVWY AKPwV, NOYwW
napodikns avactons twv Yuwv nou diatnpoulv v
otdon (50-200 msec silent period oto nAektpopu-
oypdoenpua) [29, 33]. O aywviotés PUEs eppavidlouv
anwAeia tdvou nou akoAouBeital and avupponiotkd
tivaypa twv aviaywviotv pudv. KAaooikd npoofdn-
Ael ta dvw akpa (NnapatnpoUpe Kupiws actnpiia dtav
10 Avw akpa eival andwpéva Pe TEVIwPEVOoUS Tous
AYKMVES Kal ToUs Kaprous kal avoixtd ta daxwAa),
anid pnopei va epgavietal kar ota katw akpa h pad
ota Gvw Kal Kdww akpa. Enions avagépetal kar aotn-
pIEia Tou KoppoU, Tou nNpocmnou (KAEioIJo patiy,
¢AEN ywvias otdpatos) Kal tns yAmoaoas.

Tpopos: o 1pbéuos otnv oupaiyia gival abpods 1po-
HOS ataons Kal Kivnans. Agv UNApxel TPOPOS NPEWIaS.

MudékAovos: €ival cuxvds OTouS oupalpikous
aoBeveis kar yevikd egpavidetal otny Bapid petafonikh
diatapaxn. O pudkAovos gival kupiws NoAueoTakos,
adnd pnopsi va gival kar auBéppntos, KIVNTKOS Kal
aviavakAaotkos (ekAUOPEVOS KUPIwS and akouoT-
KG epebiopata) h didxutos mini-yudkiovos [24, 29,
31]. H avatopikn npoéfeuon tou pudkiovou eival
eite @Noiikn eite unoenolddns. Mpoofdainel 1Goo
TOUS KEVTIPIKOUS OO0 Kal TOUS NEPIPEPIKOUS PUES. Le
UEPIKOUs aoBeveis unopei va cupBaivouv tautdxpova
puokAdvos kal actnpi€ia, ondte Nnpokuntel o 6pos
uremic twitching [29, 34]. O pudkiovos kal n aotn-
piEfa ouvnBws unoxwpoUv pe tnv alyokdBapaon [24,
29]. Edv xpeialetal Bepaneia ta npoteivéueva pappa-
Ka eival n kfovalendpn kai n AgBeupacetdun. Ensidh
n kAovadendun anekkpivetal and tous veppous Npénel
va xopnyeital o xapnaés 6éoels. H Aefetpaoetd-
un anekkpivetal pe v aipgokdBapon, yiI' auto eival
Kand va xopnyeital Yetd 1o 1€Aos s algokabapons h
20min npiv and 1o népas s aigokdbapons [24]. Aev
UNApPXxouv 0dNYiEs yia TNV AVUETMIoN TOU TPOUOU.
Edv xpnoigonoinBei n mipipiddvn Ba npéner va do0¢i
o€ noNU xapnnés ddaels [24].

8. BldBes Baoikwv yayyAiwv otnv oupaipia (oupai-
UIKO ouvbpoyio paBbéwtol owuatos). £1o oluvdpouo
autod, o€ aobeveis pe oupaipia, epeavidovial o&éws
dlatapaxés KIVNTKOTNTOS 0€ oUVOUAOUO PE ApUpO-
teponieupes PAaRes ota Baoikd yayynia [29, 31].
Mpodkertal cuvhBws yia acBeveis pe tenikou otadiou
VEQPIKN avendpkela nou xpeidlovial (h Bpiokovtar)

unoé aipokdBapon (ouvhBws ndoxouv kal and diapn-
ukh veppondbeia). O1 kUples O1aTapaxés KIVNTKOTNTOS
gival napkivooviopés h xopeia avanoya pe 10 NOCo
évtovn eival n npooPon s éow n s €Ew poipas
s wxpds opaipas [29, 31]. O napkivooviouds xapa-
ktnpicetal and Bpadukivnoia, duckauyia, diatapaxn
Ioopponias kal Badions, xwpis TOPO NPEIas Kal Xl
Mtwxhn andvinon otny VIONApIvepyiKn aywyn. H xopeia,
o€eia h unoteia, unopei va eival yevikeupévn, eotiakn h
etepdnneupn. H MRI eykepdou deixvel appoteponieu-
pes, oxebov ouppeTpikés PAGPRes ota Baoikd yayyAia,
ol onoies gival ugnioU chuatos ous T2 kal xapniou
ous T1 akonouBies [29, 31]. Znv Diffusion Weighted
Imaging ol BAdPRes ota Bacikd yayyAia éxouv uwnio
ohpa pe avtiotoixo xapnié chpa otous ADC maps
(kuttapotogikd oibnua). Adfol duws EpELVNTES Ppnkav
ota Baoikd yayynia auénpévo onpa otnv Diffusion
Weighted Imaging kai enions efa@pd autnuévo ous
ADC values (ayyeloyevés oibnua) [29, 31]. Ztn pedén
pe PET Bpébnke peiwpévos petaBoniouds yaukddns
ota Baoikd yayynia kar o pefétn pe SPECT peiw-
pévn aipgaukn pon [29, 31]. Zinv MRI ayyeloypapia
Bpédnkav ekoeonpaopéves pakoppaBdwtés aptnpies
(ayyeioyevés oidnpa). H MR Spectroscopy €0€i€e peiw-
pévn kopun tns N-aketuno-aonaptdtns kal auénpévn
Kopu®n yadaktukoU péoa ous BAAPes twv Bacikwbv
yayyAiwv (6nws og 1oxaipikés BAdapes) [29, 31, 35]. O
Olatapaxés KIVNTKOTNTAS Kal O aneikoviotukés BAARes
twv Pacik®v yayyniwy unoxwpouUv Je v Bepansia s
VEPPIKNS avenapkelas. MNpwta unoxwpouv Ol aneIKovi-
oukés BAaRes wwv Baoikwv yayydiwy, eviote aphvovtas
HIKpES eaties Kuatkns ekpunions. O NApKIVoovIoUOs
UNoXwpEl YEPIKWS N teneiws péoa o efdopddes h
pnves. H xopeia unoxwpel og nuépes n e6opades kai
YEVIKG autoi ol aoBeveis éxouv kanUtepn npdyvwon. Ta
VEUPONOYIKG CUPNTMHATA ONavia unoxwpouv Tengiws
napd v aneikovioukn BeAtiwon. Fevikd n npdyvwon
s oupaipias pe BAdPes ota Baaikd ydyyAia eival mw-
XN Kal N ePPavion autoU tou cuvdpdpou sival deiktns
ENIKEiPEVWV EMNAOKWDV.

y. ZUuvbpopo avnoUxwv dkpwv. To oUVOPOUO TwV
avnoUxwv dkpwv epgavidetal o >40% twv aoBevov
ye dilapdpou Babuou veppikn avendpkela ouxva o
ouvduaouo pe oupaldikh noduveupondBeia [36]. Eival
ouxvOTeEPO O Papld VEPPIKA aveNAPKEID Kal OTOUS
aoBeveis pe alyokdBapon. Xtous alpokabalpduevous
aoBeveis n ouxvoNTa EUPAVIONS TOU ouvOPSOUOU pno-
pefl va @tdoel péxpl 10 83% twv acBevav [29, 30,
37]. Avendpkela oibhpou kal avaipia oxetiovtal pe
au&npévn ouxvotnta eueavions Tou ocuvopouou. Yus
kataotdoels autés ouviotdtal Bepansia pe oibnpo
evbopiefiws kal Bepaneia ouvthpnons pe pubponol-
itivn [29, 30]. O1 Aiyes pengtes nou undpxouy yia v
avVUPET®NIoN Tou ouvdpdpou deixvouv 6t n Nefovid-
na, Ol VIONAUIVEQYIKOI OYWVIOTES, N YKAUNAneVvTivn Kal
n kAoviGivn €xouv tnv TAon va €ival anoteNECPATKES
[29,32]. Na v ykapnanevtivn npoteivetal pia apxikn
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66on 300-400mg kar otn ouvéxela ddon diathpnons
200-300mg tpeis popés tnv eB6opdda petd v al-
pokdBapon [29, 30].

B. EminAokés tns aipokadapaons. O1 KUPIOTEPES
napevépyeles tns aipgokdBapons eival 1o cuvdpopo
PAENS NS woPWTKNS Ic0pponias, N avendpkeia Beia-
pivns pe eykepanondBeia Wernicke kai n eykepano-
néBeia aipokdBapons A dvola aigokdBapons.

To oUuvbpopo phfns tns WOPWTIKAS ICOPPO-
nias [29, 30, 34, 37, 38] sivail pia enindokn n onoia
ogeifetal otnv taxeia petaBon s oupias kar dARwy
WOPWTUKWVY 0UsIhV nou npokadel oidnua tou eyke-
@dnou. Epygaviletar katd v Sidpkeia h oto ©€Aos s
algokadBapons og aoBeveis nou apxifouv alyokabap-
on N tnv éxouv Glakdwel kal tnv Eavapxifouv. Mad pe
10 CUPNTWPATA ToU eyKEPAnikoU oIdNPATos Pnopei
va eppaviocBouv pudkiovos, 1pdpos, kal ondvia, Su-
otovia. To olvdpopo autd speavietal wwpa ondvia
Adyw BeAtiwons s Takukns s aipgokdBapaons.

Avendpkela Osiapivns ka1 eykepanondadsia
Wernicke [29, 30, 37]: ol aoBeveis nou Ppiokovtal oe
aipokdBapon eival enippeneis os avendpkela Beiapivns
(nepinou 18% twv acBeviv o€ aigokdBapon éxouv
xapnAd enineda Belapivns). Ye pepikoUs aobeveis n
apxikh ekdniwaon tns eykepanondbeias sival xopeia kal
puokAiovos.Enions o1 acBevels pnopei va epgavicouv
atagia. Or aoBeveis nou epgavifouv xopeia Exouv ap-
potepodnneupes BAaPes ota Paaikd yayyia otnv MRI
Tou eykepanou (Uynins évtaons chua ous T2 ako-
fouBies). Téoo o1 dlatapaxés KivnukdINTtas 600 Kal ol
Brdpes otnv MRI unoxwpouv pe xophiynon Beiapivns.

EykepanondaBsia aipokad®apons n Avola ai-
pokaBapons [29, 30, 34, 36, 37]: n eykepanond-
Beia auth €ival éva noAunapayovukd ouvdpopo nou
éxel ouoxeuoBei ye upnnd enineda anoupiviou otov
0p6 Kal otov eyké@ano. To NpdTo cUPNTwPa Tou
ouvbpopou eival cuvnBws ducapBbpia kal anpatia
oU Noyou kal akodouBouv Yeudaliobhoels pe Yu-
xwon pad pe yudknovo, aotnpi€ia, popo, atatia
Kal emANNUKES Kpioels. ApXIKA 10 cupntdpata gival
Siafsinovia alfd otn cuvéxela eykabiotatal yvwotkn
dlatapaxn kar dvola. Xta npwiya otddia o pudKAovos
anavtd oty dladendun annd ota éyipa otddia dev
pnopei va eneyxOsi.

Mayyaviopos: n oxéon NapKivooviopou, payyavi-
ou kal BAaPwv ota Baaikd yayyAia napapével akdua
acans [29]. Xe neploplopévo apiBud acbevav ol da
Silva kal ouv[39] avagépouv eppdvion NApKIvoovi-
opoU YE Tpduo Kal onavidtepa pudkiovo o aoBeveis
o€ alpokdBapon o€ cuvduaopod pe auénuéva enineda
payyaviou otov 0po kal appoteponieupes uyniou
onhpatos Bdpes ota Baaikd yayynia.

I. Kapkivos ve@pou. MNMapaveonAaopatkes ex-
dnAwaoels and tov Kapkivo tou veppou dev gival ou-
XVEs. € HIKpO apiBud aoBeviv eugaviobnke xopeia
(e avuompata CV2/CRMP5) [28, 40] kal cuvbpopo
oyokAovou-pudkiovou [28].

Neuponoyia 30:2-2021, 6-19

A. ®dppaka nou npokafdouv Siatapaxés Kivn-
ukotntas os aoBeveis pe oupaipia. O1 aoBeveis pe
VEQPIKN aveNdpKela éxouv augnpévo Kivbuvo eppavi-
ons veuponoyikwv eninlokaoy ané didgopa papua-
Ka. H nio ouxvh diatapaxn €ival o gudkAovos Kal ta
@dpuaka nou tov npokanouyv ival n akukNoBipn, ol
kepanoonopives, n ainpogno€aaivn, n dofoutapivn,
n petokAonpapion, ol paivobeiadives, ta oniogidn (161-
aitepa n penepidivn) kai n ykapnanevtvn [31, 41]. O
avaotoneis tns kanolveupivns Mou xpnalponolouvial
OUS UETAPOOXEVUTEIS VEQPOU UNopei va npokanéoouv
tpopo kar atagia [31].

Il. Kivnukés Siatapaxés nou npokafdouUv ve-
@pikn BAAPN. Indvia kivnukés S1atapaxés Pnopef
va npokanéoouv veppikh BAARN, Kkupiws péow un-
xaviopoU paBdopudAuons kal Juoogalpivoupias
[28]. Tétoia pepovwpéva napadeiyuata npoékAnons
VEPPIKNS BAARNS eival n évtovn xopeia (otnv vooo
Huntington), n évtovn ductovia, n éyiun duokivnoia
Kal 10 KakonBes veuponnnukd olvopopo. H avupetw-
nion otoxevel otnv Bepaneia s diatapaxhs KIVNTKS-
ntas pad pe evuddtwon. Eviote pnopef va xpelaobei
Kal aipgokdBapon.

lll. Ma®noeis nou npokafoUv tautéxpova
Siatapaxn Kivnukotntas Kai veppikn BAapn.
Monnés 1éoo kAnpovopikés (AUCOoWUIKES NaBNaEls,
pitoxovoplondBeies, opyavikés ofuoupies, dIatapaxés
ToU KUKAou tns oupias, Siaufondbeies k.An.) 6oo Kal
eniktntes NaBNoels (ayyelakes, autodvooes, TOEIKES)
nou npooBdannouv to veppd (cwAnvapiakh BAGRN n
BAdapn tou oneipdpatos) pad pe 1o NX oxetidovial pe
v epedvion diatapaxwv Kivnukotntas [29, 31]. Eva
XapaKINPIoUKS oUvOPOO €ival T0 oUVOPOUO KIvNT-
KoU puokfAovou pe veppikh avendpkela (action
myoclonus-renal failure syndrome)[29,31,34,41]. To
ouvbpopo autd ival pia popPh npololoas puokio-
vikhs eniAnyias. Epgavietal ot 2" pe 3" dekagtia ins
(wns. Neuponoyikd ol acBeveis eugpavidouv 1pdPo
(ota dvw Gkpa, nou ival npepias Kal eniteivetal Ye
v kivnon, kaBws kal oto Ke@Aani kar Tov Koppo),
Kivnukd puodknovo, ataia kar emiAnnukés kpioels. Me
v eG€MIEN Ts véoou o pudkiovos yivetal noAu evio-
vOs NONUECTIOKAS KIVNTIKOS JUOKAOVOS NoU nIQEPEI
ooPapnh avannpia. Tautdxpova and to veppod napatn-
peital npwteivoupia nou eEeNiocoetal otV CUVEXEIQ O
VEQPIKN avendpkela. To ouvdpopo kAnpovoueital Pe
TOV AUTOOWHATIKG UunoAginopevo TUNo Kal oPeinetal
o€ petdnna&n tou yovidiou SCARB2 nou kwdikomnol-
&l pia npwrteivn wv Aucocwpatiwy, v NPWIEivn
LIMP-2. ©epaneutkd xopnyouvtal AeBeupacetdpun,
tonipapdtn, fovicapidn kai kAovalendun.

AIATAPAXEX KINHTIKOTHTAX
LE HAEKTPOAYTIKEZ AIATAPAXEX

O1 niektponutikés diatapaxés ouxvda ekdnAdvovtal
ue veupofoyikh onpeiofoyia tdoo and 1o KNI 600

3§ EAAHNIKH
7| NEYPOAOQTIKH
2=J ETAIPEIA



YeBaoth Mnootavi{onounou, Zwn Katoapou, lwdvvns AaykAns

kal ano to MNX. Extés and tnv eykepanondBeia ol
nAektpoAuTKés Blatapaxés pnopei va npokanéoouv
diagopes dlatapaxés KIVNTUKOTNTAS.
YMNONATPIAIMIA. Qs unovatpiaipia opicetal ou-
YKEVIpWON vatpiou aipatos PiIkpdtepn twv 135mmol/L
[42]. H unovatpiaigia éxel noNAanAd afta kar n veu-
pofoyikh onyeiofoyia s gival noikiAn, n kUpla dPws
avnouxia agopd otnv evoexduevn NpoékANon eyke-
@anikoU oIbNpatos Kal evHoKpaviou UnepTioEws.
Yupnwpata and 1o NI, énws eykepanondbeia kal
emANnUKEs kpioels, eppavidovial otnv o&egia eykatd-
otacn tns unovatplaiyias [31, 42-44]. Ooov apopd o€
diatapaxés Kivnukdtntas ol aoBeveis pe unovatplaipia
efval duvatdv va epgpavioouv 1pdpo, puodknovo, atatia
kal Suokapyia [31, 42-43]. 1biaitepn npocoxh xpeid-
(etal n anokatdotacn tns unovatpiaipias (anoguyn
Taxeias anokatdotaons twv eNiNédwv Tou vatpiou)
yla va pnv npokAnBei 10 wopwukéd anopueAivawtikd
oUvbpopo nou nepIAAPPAVEl TNV KEVIPIKA YEPUPIKN
kal v e€wyepupikh pyuenivonuon [31,41-45]. Zn
YEQUpPIKN puedivéduon napatnpeital terpandpeon,
npopnkIKN napdAduon Kal KOPa, HE XapakinpIotKh
€Ikéva otn yépupa otnv MRI eykepdnou. E§wyepu-
pIkh puedivéAuon: Yto ocuvdpopo autd npooPan-
Aovtal ta Baoikd yayyAia (o aAfes avapopés 34%
Kal og annes >76%), n napeykepanida(33%-55%),
o Banapos (34%), o INNOGKAPNOS, O PETWNO-KPOTa-
@IKOS @AoIos Kal n unogioimdns Asukn ouaia. Ol
aoBevels eppavidouv NPWIPES KAl OYIUES SIATApaXES
KIVNTKOTNTAS. TUs NpWIYes nepinapBavovtal napKiv-
oovIouos (44%-50%), ectiakn A tunpatkn duaotovia,
puokAovos, tpdpos, owdkAovos, diatapaxn Padions
Kal katatovia. O oyiyes ekbnAwoels nepinauBdavouy
napkivooviopo, duactovia, xopeia-xopeloabétwaon Kal
biatapaxés Padions. O1 acBeveis enions dyiya Pno-
peil va eppavicouv unogAoimdn dvola, katdbAiyn
kal dAAes veupoyuxiatpikés diatapaxés. v MR
eykepanou gaivovial cuppeTpikés BAGREs ota Bacikd
yayynia kai otov 8anapo, uyndoU ohuatos ous T2
kal FLAIR akofAouBies kai xapnioU ohpatos otny T1
akonouBia. fnv e€étaon pe SPECT Bpébnke nabo-
Aoyikn aneikévion Twv PETAPOPEWY TNS VIONaivns
KQl TV VIONApIvEPYIK®Y unodoxéwv, eUpnud nou
OUVNYOPEl UNEP MPOCUVANTKAS KAl JETACUVANTKAS
BA&Pn s pefaivopaBdwtns 0dou. H ofeia eppdvi-
on napkivooviopou anavid kadd otnv Bepaneia pe
AeBovidna kar ye npapine€dAn. H kAvikn PeAtiwon
TOU NapkivooviopoU cupPBadilel ye Ty aneikovIoTKA
BeAtiwaon oto SPECT. O napkivooviouds nou epgpavi-
Cetar dyiya Gev anavid otnv Bepaneia.
YNEPNATPIAIMIA. Qs unepvatpiaiyia opide-
10l OUYKEVIPWON vatpiou aipatos peyadUtepn v
145mmol/L [41]. Ta cupnt®PATa s UNepvatpIalpias
ouvhBws epgavidovtal oty ofgia eykatdotacn ns.
And o KNI éxoupe eykepanondBeia (mou kupaiveral
ané unvniia péxpl Kmua), eNANNTUKES KPIoEIS Kal
dlatapaxés KIvnukOTNTas (tpdpos, Xopeia, YudkAovos

kal duokapyia) [31, 41-44]. H unepvatpiaipia eival
avapeoa ota aftia tou cuvdpdpou nou anokansital
«oUvbpouo avaotpéwipyns PAGPRNs onAnviou» [43]
Kal xapakinpiletal and eViEToniopévo KUTIapOTogIKO
oidnpa oto onAnvio (un npoodauBévouca uynAou
onpatos BAGRN ous T2 kal FLAIR akodouBies otnv
MRI eykepanou).

ANANEX HAEKTPOAYTIKEXZ AIATAPAXEEL. Ol
veuponoyIkés ekONAWOEIS TS unopayvnoiaigias
[31,42-44] nepifauPdavouv eykepanondBeia (oUy-
xuon, napafhpnua, ANBapyo, KWPa), eENIANNTKES
kpioels, onpeio Chvostek kal Trousseau kaBws kai Oi-
atapaxés KIVNTKOTNTAs Onws 1pdpo, Xopeia, pudKAovo
Kal unepéknAngn (startle). Auth n cupntwpatonoyia
ep@aviletal ye upés payvnoiou opou < 0.8mEg/liter.

v unopwoatalpia [31, 42-44] undpxel oup-
petoxn tou KNZ otav o pwopopos sival <0.5mg/
dL. O1 ekdbnAwaoels poidlouv pe v eykepanondbeia
Wernicke pe eniinnukés kpioeis, vuotaypuod, appo-
epoénieupn napdiucn anaywymv veupwy, TPOPo
Kar atagia.

O1 Siatapaxés tou kafiou dev npokadouv bi-
atapaxés Kivnukotntas 6nws kal n au§non tou
Hayvngiou kal tou pwa@opou. O Siatapaxés
ToU aofeoctiou €xouv oxéon pe Us NABNCEIS Twv
napabupoeldiv adévwy.

AIATAPAXEZ TOY METABOAIZMOY
METAAAQN

I. AIATAPAXH TOY METABOAIZMOY
TOY XAAKOY

O xankoés €ival anapaitnto IXVOOoTOIXEIo yIa ToV
opyaviopd Kal oo h €éNdsiyn tou oo Kal N nepio-
o€la tou odnyouyv o€ veuponoyikés diatapaxés. O
ONUAVTUKOTEPOS EKNPOOWNOS TwV S1aTapaXmV Tou
petaponiopou tou xankou ival n vdoos tou Wilson,
n onofa ouxvd dev yivetar éykalpa avuAnnth Kai n
kaBuotépnon otn didyvwon tns Bétel o€ kivbuvo tn
(wnh tou aoBevous.

1. N6éoos tou Wilson

H nnatogakoeidns ekpunion h véoos tou Wilson
givar pia kAnpovopikh ndBnon s Petapopds tou
xankou kal ogeifetal og petanndaels tou yovidi-
ou ATP7B, nou kwdikonolei pia P- tinou ATP&on
(ATP7B), n onoia €ival unetBuvn yia v petapopd
10U xankoU and us ouvodous evdokuttdples Npwreives
otV anekkpItukn 066. AnotéAeopa tns anwAelas s
Aertoupyikétntas s npwtefvns ATP7B €ival n ouoc-
owpeuon xankou oto hnap, oto KNX kal og adda
opyava [46, 47]. Kinpovopeital Ye Tov autoowpiko
unofeinoépevo xapaktpa. O yvwotés petanfdgels tou
yovibiou ATP7B eival noANEs kal PEXpI ONPEPT €XOUV
avixveuBei 659 pe naBoyvwpovikd xapaktnpa, v
undpxouv Kal alAes pe dyvwotn onpacia. Xtn Bdon
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bedopévwv: http://clingen.igib.res.in/WilsonGen/,¢-
XOUV KataxwpnBei 6nes ol yvwaotés petanndaels kal
gnopouyv ol evbiagpepduevol va nAnpopopnBouly, av
Hia ouykekplpévn petdialn éxel Siayvwotikh onya-
ofa yia i véoo tou Wilson [48]. O eninoAacuds s
vooou naykoopiws unodoyicetal o 1:30000-1:50000.
Y€ oplopéves xwpes, Ndyw eIdIKDY ouvBNKOV Mn.X.
ouvhBels yapol peta&l ouyyevav h pe nAnBuopous o
anopévwon, o eninoNacpos autavel onpavukd [49].

KAvikés ekbnAwoels: H vdoos eppavicel peydnn
PaIvOTUMIKN €TEpOYEveEla Kal anarteital 1diaftepn eu-
aioBntonoinon yia v ocwaoth didyvwon Kal éykaipn
évapén tns Bepaneias. Mnopei va eppaviotel o€ onola-
dnnote nAikia. To vedtePO NePIOTATKS MOU AVAPEPETAl
gixe évaptn og nAikia 9 unvav Kal 1o ynpaidtepo Ot
nAikia 72 ewv [46, 50]. Ta apxikd cupnt@uata Kal
onpeia gival ané to hnap oto 40-50% twv aobe-
vV, ano 1o veupikd ouotnpa oto 40%-60% n and
v Yuxikh opaipa oto 30-40% twv acBevdv. H vo-
00s Pnopel va apxioel pe ouvBetn kAvIKA €IKGva Kal
ouvbuaopoUs cupntwudtwy [50]. Zus veuponoyikés
ekdnAoels s vooou neplypdovial SIatapaxés Kivn-
ukéntas (tpdpos, ductovia, napkivooviouds, atagia),
enANNuKEs Kpioels, duocautovopia, Nupapidikh on-
pelonoyia, kepananyia, yeudo-npopnkikh napdiuon
Kal vonuknh €kntwon. Tpels SIaQopetiKes KAIVIKES VEU-
PONOYIKES HOPPES EXOUV NEPIYPAPE, avanoya e ta
OUPNTWPATA NMOoU EMNIKpatouv: duaotovikd olvbpopo,
ata€iké kal napkivooviké [46]. Tis nepIoodTepes POPES
undpxel yeyann aAinAognikaAuyn cupPNtwUdTtwy Kal
1a oUvdpopa Gev pnopouv va diaxwpiotouv [51]. Xus
ekbnAwaEls and tnv YUxikh opaipa nepinauPdvovtal
kataBAiyn, dinoAikh diatapaxn, Yuxwaon, Katava-
ykaotukn diatapaxn kal S1atapaxn cuunepIPopds e
apon avaoctodwy [47]. H onpeiofoyia and to hnap
Kupaivetar and anin, nnia, at§non tpavoauivacwy,
uéxpl oeia nnaukn avendpkeia [47]. Enions pnopei
va gppaviotolv ofgia h xpdvia nnatiuda, Kippwon
Kal nnatokuttapiké kapkivwpa. O daktuios Kayser-
Fleischer Bpioketal nepinou oto 50% twv acBeviv
pe nnaukn BAARN kai oto 90-99% twv acbeviv Pe
veuponoyikés ekbnAwaoels [47]. Znv véoo unopef va
undpxel npooBonn kal dARwv opydvwy énws npo-
oPBoAn twv veppwyv, kapdiopuondBeia, okeAetkés
avwpadies, unonapabupegoeidiopds, otelPdINTA K. 4.
[50].

Epyaotnpiakd euphuata: O epyactnplakés eCetd-
O€IS Mou €ival onpavukés yia i d1dyvwon s vooou
tou Wilson €ival: a) ZepounonAdaopivn opou. Meiwon
v eninédwv ogpoufoniaacpivns opoU KATw tou
20 mg/dL eivar naBoyvwpoviké eUpnpa yia tn vdoo
tou Wilson. ©a npénel va éxoupe unoéyn 6u xapnAid
enineda oepoudondaopivns pnopei va napatnpn-
Bouv o€ ouotnpatikés nabnaoels, énws Papid nnau-
KA avendpkela, VEQPwoikd ouvdpopo, unobpeyia,
OToUs €1epolUYWTES QOPEis, o ondvia KANPOVOUIKE
oUvbpopa dlatapaxns tou petafoniopol tou xan-

Neuponoyia 30:2-2021, 6-19

KoU, 6nws ta ouvbpopa MEDNIK (yovidio AP1S1)
kal Huppke-Brend! (yovibio SLC33A1) kaBws kal o€
acepounonnaopivaipia [46, 47]. H puaoiofoyikh uuh
ogpounoniaopivns dev anokAeiel tnv napoucia s
vooou [50], B) 24wpn anékkpion xankoU ota oupa:
n au€non s anékkpions xakou ota oUpa >100 mg
10 24wpo eival Slayvwaotkn s vOoou O€ oUPNTW-
paukous aoBeveis. Xe aocupntwpatukous acBeveis, av
akdpn n avupponiotkh Agitoupyia tou NNATos €ival
kadn, o xadkos twv oUpwv PNopel va gival puaolo-
Aoyikos [50], y) Xadkos afyatos: O xaikés oto aija
pe Béon us ouvnBIoPEéves PETPNOEIS Eival PEIWPEVOS,
anAd n e€étaon auth dev éxel NPAKUKO XAPaAKTNPA
yia tn &idyvwon wns vooou, eneibh n peiwon ogei-
Aetal otn peiwpévn ogpoufoniacpivn [50]. Znpacia
€x€l 0 NPOCdIOPIoUOS TV eNNEdwv Tou elelBepou
xafkoU oto aipa, ta onofa eival au&npéva kar étav
n au&non unepPei 1o 6plo twv 25ug/Dl, Bewpeital
diayvwoukod eupnpa ths vooou. Mpakukd ta enineda
tou eNelBepou xankoU oto aipa dev Xxpnoiyonolou-
vtal, yiati undpxouv peBodonoyikd npoPAnpata otov
npoadiopioud tous [50], 4) Xankds Anatos: n aunon
10U xankoU Tou nNnatkoU napeyxupatos, o eninedo 5
Qopés navw and to euolonoyikd Bétel v didyvwon
og adIeUKPIVIOTES NEPINTWOEIS [46].

Anfes epyaotnpiakés egetdoels: Evoeitels nmatkns
duoneitoupyias kal aigoAUTKAS avaipias Pe apvnukn
Coombs napatnpouvtal ous e€etdoels aipatos. Yndp-
X€l Nepintwon o€ aoBevels pe veuponoyikés ekdnnw-
o€ls, ol €E€TA0EIS QUTES va gival QUOIONOYIKES [46].

Eupnuata otin MRI eykepdnou: MabBonoyikd euph-
pata napatnpouvial og neploodtepous and 1 90%
Twv aoBeviv pe veuponoyikd CUPNTOPATA Kal 010
20% wwv aoupntwpatk®dv [51].01 nio ouxvés PAARES
evtoniCovtal ota Baoikd yayynia (kEAUPOS, KEPKOPO-
pos nupnvas), oto BaAapo, tn yépupa, T0 PECEYKE-
@ano kal xapakmnpifovial and ungpnukvN ePeavion
otwnv T2 akodouBia. H xapaknpiotkh €ikéva yia
vooo tou Wilson «to npdowno tou yiyaviou navia»
oT0 PeoeykePano, napatnpeital pévo oto 14.3% twv
aoBevdv [46].2uxves gival ol anopuegAivwtkoU -
nou BAdRes otnv yépupa. Monnés and us PAapes
unoxwpouv pe tn Bepaneia. Ooes avuotoixolv o€
un avaotpéyipes annoihaoels napapévouy napd my
kAvikn BeAtiwon [46, 47, 50].

H &i1dyvwon tns vooou tou Wilson tiBetal pe Baon
10 KAVIKA Kal T Epyactnplakd euphpata. Anapaitnta
yia t didyvwon tou aoBevih pe veupofoyikh onpel-
ofoyia eivar: peiwpévn ogpoudoniacpivn oto aiya,
augnon tou xafkoU ota oUpa, daktinios Kayser-
Fleischer. Xe apgifofes nepintaoels KaBms yia thv
QViXVEUON ACUUNTWHATKWOY OUYYEVV O YEVEUKOS
¢neyxos oupPannel onpavukd. Enionpes kateuBu-
vihples odnyies npoteivouv ws diayvwaotkd 0dnyod ta
KpIthpia Leipzig, MOU EVOWUATMVOUV OE AEITOUPYIKO
oUvodo ta Bacikd xapakiNpIouKkd s vooou [47,
52, 53].
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Oepaneia: H Bepaneia tns véoou tou Wilson Ba-
ofCetal eite og okeudopata Nou oxnuati{ouv xnNAIKES
EVIOEIS e To xankd Kal MPodyouv TNV anéKKpion
Tou and ta oUpa (D-nevikindapivn, tpievtivn), €ite o€
OKeudouata Nou anotpENOoUV TNy anopped@Non Tou
xankoU ané 1o éviepo (Peuddpyupos). H Bepaneutikh
napéuPaon nepifapPaver pia apxikn ofeia Bepaneia
anopdkpuvons tou xaAkoU Kal étav Peftwbouv ta
OUPNTMATA KAl T EPYActnpIakd EUpnpata, akonou-
Bei n g’ dpou (wns Bepaneia Slathpnans. ZUvonukd
N QVUUETWONIoN €xel ws €ENS: ) Aoupntwuatikol aobe-
vels: Xophynon povo weudapyUpou (zinc acetate tabl.
150mg npepnoiws). Ze nepintwon nou dev anavinoel
0 00Bevhs Kal EPPavIoToUV CUPNTMPATA NPooBEtoupe
xnAikN évawon pad h xwpis yeuddpyupo, B) AcBeveis
ue nnaukh BAGPn: xnAikoi napdyovies kail weudbapyu-
pos, ) AcBeveis pe veupooyikh onyeionoyia: xnAikof
napdyovies Kal evoexouévws Yeuddpyupos [50, 53].
Eival onpavuko va éxoupe undyn tov kivouvo enidei-
vwons tou acBevin pe v évapén s Bepaneias pe
xnAikd napdyovia nou NapatnEEital o€ oNUavukd
nooootd aoBeviv Adyw toIkNs dpdons tou eAeUBe-
pou xankoU,0 onoios KIVNTOMOIEtal Ye T0 pAPHaKO.
Ma 1o Adyo autd cuviotdtal Evapén aywyns pe PIkph
66on kar otadiakn avénon [47, 50].

Noinés Bepansutkes Suvatdntes: a) TuPNtwpat-
KA avupetonion. Le pepikous aobeveis, 101aitepa o€
autous nou dev undpxel Pentiwon s veuponoyikhs
oupntwpatodoyias, N cupnwpaukn Bepaneia pnopei
va enipépel Betiwon. AvdAoya pE Ta cUPNIOUATa
xopnyouvtal AgBoviéna, BakAogaivn, avuxodivep-
yIKd, veupoAnnukd, avueniAnnukd Kal evéoels an-
Aavukns to€ivns yia eotuakh duotovia, B) Metapod-
oxeuon nhnatos. OpBotonikn PYetapdoxeuon ANATOS
npayuatonoieital oe aoBevels, nou epaviouy oteia
nnaukh avendpkela h pn avupponoupevn Kippwaon.
H emiBiwon €ival Ikavonoinukh Kal gival kaAutepn
yla tous aoBeveis pe xpdvia nnNatkn vodoo, napd yia
autoUs pe ofgia nnaukn BAGPn [46, 47, 50]. Mepikof
npoteivouv petapdoxeuon hnatos o€ Bapid veupono-
yIKAh KAIVIKA €IK6va, nou dev anavid oty aywyn pe
xnAikoUs napdyovies, anid autd Gev sival anodektd
and us enionues kateuBuvthples odnyies [53, 54], v)
Fovibiakh Bepaneia. Le neipapatko eninedo yivoval
npoondBeies yia napéuPacn oto nabonoyikd yovi-
610 ATP7B e okonod mn d16pbwon tns PAGPNs, e
evBappuvukés evoeiers, aAnd akdpun n epappoyn
otov dvBpwno Bewpeital npdwpn [55].

Na Aentopeph avanuon tns Bepaneias s vooou
tou Wilson o avayvaotns unopsi va avatpétel oe
avanoyn dnpooicuon pas oto neplodiké Neupooyia,
2018,27:18-20.

2. N6éoos tou Menkes

H véoos Menkes €ival pia puiooUvdetn yeveu-
kA Glatapaxn tou petaponiopou tou xankou, Adyw

petdnnagns nou evtonidetal oto yovidio ATP7A oto
xpwpodowpa Xg12-g13.2e avtiBeon pe tn vooo toU
Wilson o xankos €ival peiwpévos oto aipa, guoiofo-
yIk6s ota oUpa kal n oepoufondacpuivn opou &ival
puolooyikn. XNV UNIKA s Jopeh xapakinpiletal
and évapén otn Bpeikh nAikia pe eniAnyia, unoto-
via, xadapodeppia, xapaktnpiotkn affoiwon twv
padfiov (kinky hair), okedgukés BAaPRes k.4. Ztov
eyképano petatu dndwv napatnpouvtal BAGRes kal
ota Baoikd yayynia. H eniBiwon, xwpis aywyhn onavia
Eenepvd ta 2-3 xpovia [46]. 1o 5-10% twv Nacxoviwy
ol petannageis ato yovidio ATP7A, ekdbnAdvovtal pe
NNIGTEPA CUPNTMUATA Kal N enifiwon €ival pakpo-
Xpovn. £e auth TNV KATNyopia avagEépovial nepiota-
UKé Pe apeotepdnisupn onacukodtntd, ductovia Kal
napeyke@anidikn atagia [56, 57]. Bepaneutkd npo-
teivetal neplodikh evboPiéPia xopnynon cupnidkou
xankouU-loubivns, nou éxel kand anotenéoparta, av
apxioel vwpis. AucTux®s N aywyh auth Sev pnopei
va xopnynBei pakpoxpovia Adyw KivOUvou veppikns
BAaRns [46, 56].

Il. AIATAPAXH TOY METABOAIZMOY
TOY MAITANIOY

To payyavio gival anapaitnto IXVOoToIXElo yia Tov
opyaviopd yiat Aetoupyei ws cuvév{UUO Yia apketd
onpavukd évlupa [58]. H augnuévn ouykévipwon tou
gayyaviou oto owpa gival To€IkN yia 1oV eykéPano,
HE XapakINPIoukd Napadelypa 1o «uayyaviopd», dn-
Aadh v enayyeAPaTtKA vOOOo TWV EPYATWV OPUXEI-
WV payyaviou kal AARWY EpYACIaK®Y XMWY, 6Nou
xpnaolponolgital 1o payydvio, nou xapaknpiletar and
ATUNO NAPKIVOOVIOUO XWpIs IKavVOonoINTKA andvinon
otn AePovtdna, padi pe duotovia kal Yuxikés diata-
paxés [59]. Exel onpacia va avapepBolv buo ondvia
KANPOVOUIKA VOOhHATa e UNepUayyavaiyia, ensidn
pnopouv va Bepaneutoly, av diayvwotolv éykaipa.

1. Yneppayyavaipia pe Suotovia-1 (HMNDYT1).
Mpokeital yia kAnpovopikh petafoniki diatapaxn tou
payyaviou, mou KANPOVOWEITal PE TOV AUTOOWUIKS
unoneméuevo xapaktpa Kal opeinetal os petdnagn
oto yovidio SLC30A10 oto xpwudowpa 141 [60].
Xapakmnpiletal and peydnn avénon twv ennédwy tou
payyaviou otov opd, Kivntkés diatapaxés (duotovia,
napkivoovioués), noAukuttapaipia, nnaukh BAGRn,
nou o€ OpIopEveS NePINtoEls 0dnyei o kippwon. Ol
yvwoukés Aertoupyies dev ennpedlovtal. H véoos ap-
XiCel otnv naidikn kar epnPikh nAikia pe npoodeutkd
enideivoupeva SUOTOVIKG cupndPata. Xapakinpl-
ouKO €ival to duotoviko BAdiopa TUNoU «netevoU»,
pe KApWNn twv IoXiwv, Twv yovatwy Kal évtovn nen-
pauaia kapyn tou dkpou nodds, Nou avagpépetal
Kal o€ dropa pe enayyeApatkn ékBeon o€ payydvio
[23, 61]. Avagpépovtal 2 nepiotatkd pe KAvIKNA €l-
kéva napkivooviopoU Kal évap&n otnv evhnikn (wh
[61]. Ztnv MRI eykepadou napatnpeital evanéBeon
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payyaviou pe augnpévo T1 ohpa otnv wxpd ogpaipa
Kal AlyotePo oTo KEAUPOS Kal TOV KEPKOPOPO, EVMD O
Bdnapos dev ennpedletal. Au€npévo ohpa napatn-
peital enfons otn Aeukh ouaia, tnv napeykepanida
Kal 10 paxiaio thpa s yépupas. Eva xapakinpioukod
€Upnua eival n anoucia BA&RNs oto koiAiakd Tphua
s yépupas. Ztnv T2 akodoubia eppaviletar peiwpévo
onpa otnv wxpd opaipa. 1o aiya napatnpeital unep-
BoAikd peydAn aunon twv eninédwy Tou payyaviou
(katd péoo dpo dekanAddoia and ta guaoiofoyikd). H
Bepaneia tns véoou eivar 1I061a kar Baoietar otnv
anopdkpuvon Tou payyaviou pe pnviaia, evbopné-
Bia xophynon Calcium edetate de sodium (pdppako
|®ET), ye noAU kand anoteNéopata. Xuviotdtal enions
xophynon o1dnpou [61].

2. Yneppayyavaipia pe duotovia-2 (HMNDYT2).
Mpdkeital yia kAnpovopikh petafonikn diatapaxn tou
payyaviou, nou KANPOVOUEITAl YE TOV QUTOCWHIKO
unoneInépevo xapakmpa kal opeifetal og petdina-
€n oto yovibio SLC39A14 oto xpwudowpa 8p21.Ta
oupn®pata epeavidovtal and tov NPWIo XpOvo s
(wns pe kaBuotépnon twv otadiwy KIVNTKAS avantu-
&ns. Apyotepa gupaviovial yevikeupévn duatovia,
onaoukoNtd, oNPEia NapKIVooVIoUoU Kal MPOUNKIKAS
Slatapaxns. Or acBeveis xdvouv v ikavotnta Badions
P€oa atov NpTo Xpdvo tns {wns. Asv avapépetal no-
Aukuttapaiyia, oute nnaukn duoneitoupyia. inv MRI
eykepanou napawnpeital evandBeon payyaviou pe au-
Enpévo ohua otnv wxpd ogaipa kai us AAAes eykepa-
Aikés dopés nou npooPdnnovial otnv HMNDYT1 [62].
H Bepaneia enions otnpiletal otn pnviaia xophynon
Calcium edetate de sodium. ©a npénel va Ndpoupe
unoyn to yeyovos du ta anotenéopata tns Bepaneias
eival kadutepa, 600 vwpitepa apxioel n Bepaneia.
Eival autovénto 6t ota npoxwpnpéva otddia éxouv
hon yivel otov eyképano avenavopBuwres BAAPREs kal
10 Bepaneutikd 6@eNos eival pikpotepo [61, 62].

lll. AIATAPAXH TOY METABOAIZMOY
TOY ZIAHPOY

O oibnpos anotenei Baoikd ctoixeio anapaitnto yia
NV Napaywyn evepyeias, yia tnv pueivwon kKal twv
petaponiopd twv pwaoponimbiwy kal tn ouvBeon veu-
podiaBiBactiv. O 6pos NeupoekpUnion Pe CUOOM-
peucn aibhpou otov eyképano (Neurodegeneration
with brain iron accumulation — NBIA) nepidapBavel
pia peydnn opdda etepoyevv veupodoyikwy diata-
paxv Nou xapaktnpidovtal and v CUCCWPEUCN
016npou o€ OIGPOoPES NEPIOXES TOU eykePAnou (nou
aneikovietal otnv MRI eykepdou). Anoé us nabnoels
autés duo ogeinovtal og dlatapaxn NPWIEVWOY Nou
ouvdéovtal apeaa pe tov petaBonioud tou aidhpou: n
kAnpovopIkh geppruvondBeia kal n acepouniacpival-
pia [63]. O1 dnnfes Neupoekpunioels pe cCUCCMPEUON
oidhpou otov eyképano (PKAN, PLAN, FAHN, Kufor-
Rakeb, MPAN k.An.) npokanouvtal and yetannagels
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o€ yovibla nou dev epnniékovial ueca oty petapo-
Aikn 066 tou a1bhpou kal ogpeifovtal o€ dANa aita
(n.x. diatapaxn petaBoniopol knpapibiwv/ewaopw-
Aimdiwv, Aucoowpikés diatapaxés, K.Am.).

1. Neupo@eppiruvondaOsia. H Neupogeppiuvond-
Beia (h kAnpovopikh peppruvondBeia) eivar pia ondvia
YEVETUKA vOOOS NOU KANPOVOUEITAI UE TOV AUTOOWHIKS
EMIKPATOUVTIa XapaKthpa kal npokanel tnv naBondoyikn
evanodBeon o16npou o€ SIAPOPES NEPIOXES TOU EYKEPA-
Aou (16iws ota Baoikd yayyia), Adyw eAaTtwuatikns
Aertoupyias tou yovidiou s eAappids aduaibas tns
eepprtvns 1 (FTL1) [64].Ta cupntopata epgavidovial
ouvhBws tnv 3" pe 5" dekaetia ts (whs Kal nepiAap-
Bavouv kivnukés diatapaxés dnws duotovia (80%),
16iws ota kdtw akpa, xopeia (70%), otepeotunies Kal
onaviotepa napkivooviopd (10%) [63, 64]. Xapakin-
pIotuké kAvIKG eUpnpa PNopEi va gival n otopatoyva-
Bikn duaotovia (65%) pe dheEn yAdooas (cupntwua
nou poladel pe tnv xopeia-veupoakavBokuttdpwaon)
[63, 64]. Xe nio npoxwpnuévo atddia epgavidovial
eNINA€oV VONTIKES Kal Puxiatplkés diatapaxes [65].
Ano tov epyaotnplaké éAeyxo, dianiotvovtal xaunAd
enineda ns QepPITivns TOU 0poU EVMD AMNEIKOVIOTKA
n MRI eykepdnou, péow twv akodouBimv T2* kal
SWI, avabeikviel evanoBéceis o1dbnpou ota Baoikd
yayyaia (kupiws otnv wxpd ogaipa kal oto kéAu-
(Os) 01 apxik@ otédia tns vooou Kal apyotepa otov
@NoI6 ToU eykePANou, otov 0dovIwtd Nuphva Kal
oty pénaiva ouaia. H opioukh didyvwon yivetal pe
yeveuko €neyxo.O1 Bepaneies nou xpnaoiponolhBnkav
yla TV Tpononoinon twv evanoBéoswy tou aidhpou
ntav avenitxels [63, 65]. O ocupntwpatkés Bepaneies
(6nws yia tnv ductovia avuxonivepyikd, Bevodialeni-
VES, puoxanapwukd, evéoels adfavukns togivns, yia
oV NapKivooviopd Aefovidna Kar yia tnv xopeia Kal
10 uks couAnipidn kar teypaPevadvn) gixav noikiAn
anotedeopaukdinta [63,65].

2. AogpoudonAdaopivaipia. H Acepounonna-
ouivalpia gival enions pia ondavia yeveukh vooos
KANPOVOUOUUEVN PE TOV AUTOOWUIKG Unoneinduevo
xapakthpa. H oepoudondacpivn gival pia npwteivn
tou nAdopatos nou naiel ocnpavukd poéno otn peta-
Popd tou xankou annd kar otnv eicodo tou c1dnpou
ota kUttapa. H efattwpatkh Asitoupyia tns pnopef
va obnyhoel oe au€npévn evanéBeon c1dhpou oe
onpavukd 6pyava (6nws o eyképanos, 1o nnap, 1o
naykpeas, n kapdid K.4.) kabws kal og diatapaxn s
oualofoyikns aigonoinans [66]. H nAikia eygavions
WV oupntwpdtwy gival cuvhBws ta 40-60 xpovia.
O1 KUples kAIvIKES ekdNAmoels nepiNapBavouy éva
€UPU QAoUA KIVNTKWY dlatapaxwyv onws tpoépo, du-
otovia (BAepapOdoNACHOoS, NMPOCWMNOU, AUXEVIKN),
xopegia, napkivooviopd kabms kal ekdnAwaoels and
v napesykepanida (ataia, ducapBpia) N vontkn
diatapaxn [63, 67]. Eninpdobeta, cuxvh €ival n -
@avion oakxapmdous diapntn (cuvnBws Ivoounivoe-
Eaptwpevou), avaipias kal apgiBAnotposidbondBeias.
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Ta ouvnBn gpyactnplakd euphpata gival vVopuodxpwun
HIKpOKUTIapIKA avalyia, eNattwpévn ogpouniacpivn
NAAoPATOS KAl AUENPEVES TIPES PePPITiVNS e XaunAo
Kopeopo pavopeppivns [67]. H MRI eykepanou péow
twv akoAouBicv T2* kal SWI avadelkviel evanobéaoels
o16npou ota Paacikd yayynia, otov odoviwtd nuphva
s napeykeanidas kar otov BdAapo. H Bepaneia
otnpiletal otnv xopnynon XnAIKWV Napayoviwy Tou
01bhpou, Nou okonod €xouv thv anopdkpuvon Tou
nnieovélovtos a1dnpou, xwpis duws va Bonbda 1diai-
€A OTNV AVUPETDNION Twv VeupoAoyIKwv ekdnAm-
oswv. EvBappuvukd anoteleopata, og HEHOVWUEVES
OpWs NepIntwoels, é6€1Eav n xopnynon weubapyupou,
tetpakukAiviov kaBws kal n xophynon avBpnivns
ogpounonfacpivns [67].

3. Aiyoxpwpdtwon. H aipoxpwudtwon eival diata-
paxn tou petafoniopoUu Tou aldNPOU NoU €xel ws ano-
AEoUa TN CUCOWPEUON Kal evandBeon Tou o€ dpyava
6nws 1o hnap, 1o naykpeas, n kapdid, ol apBpwoEls
Kal n unéeuon. Mnopei va ogeifetal oe yeveukd aita
(kAnpovopikn 1 1dlonabns) h va eival anoténeopa an-
Aou unokeiyevou artiou (beuteponabns) [68].

H kAnpovopIkA alpgoxpwpdtwaon KAnpovopeital pe
TOV AUTOOWHIKG UNoAEINOPEVO Xxapaktpa Kal avano-
ya pE 1o yoviblo nou epnnéketal unopei va tagivounBei
o€ 800 katnyopies: cuoxeuldpevn pe 1o yovidio HFE
Kal un ouoxeuldpevn e to yovidio {69]. Ztnv npwn
nepintwon ol yetannagels C282Y kal H63D tou yo-
vibiou HFE cuvavidvial oto 87% twv NEPINTOEWY
ev otn 6eltepn ouxvotepes ival ol HIV, HAMP, FPN
kal TfR2 petannagers [66]. Ta cupntuata tns vooou
epeavidovtal cuvhBws otn péon nAikia kal apxikd
eival pn €16iké nepifapavovias kdnwaon, apBpanyies
kal koidiakd afyos. Ev cuvexeia, pnopel va eugavi-
otoUlv ol Baacikés eninAokés anod ta dpyava otoxos,
onws gival n Kippwon ANAtos, 10 NMATOKUTIAPIKO
Kapkivwpa, o oakxapwdns S1aBAtns, n cuppopnukh
kapbiakh avendpkeia Kal appubuies, ol apBpiubes, o
unoyovadiopds kal n kagpeoegldns xpwon tou 6épua-
105 [66]. O1 veuponoyikés ekONAWOEIS gival onavies.
Qotdo0, €xouv neplypagei aoBbeveis pe KANPOVOUIKN
algoXpwpATtwaon Kal napoucia Kivnuk@yv diatapa-
XV (napkivooviopds, xopeia, 1pdpos, duactovia) [70].
EninAgov, €xel avapepBei n mBavdtnta aunpévou
KivbUvou gugdvions noduveupondBeias o autous
tous aoBeveis [71].

H &idyvwon wns aigoxpwpdtwons Bacidetal ou-
vhBws otnv eUpeon AUENUEVWY TIHWY TNS PEPPITIVNS
kal c1bhpou otov opd KaBs kal Tou KopeopoU NS
PavopePPIVNS, eV N oploTKA didyvwon yivetal e
yeveuko éneyxo. H pnePotopia Bewpeital n povadikn
anobebelyuéva anoteNeopaukn Bepansia yia tn cuo-
owpeuon albhpou atov opyaviopod [66].
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MEPIXTATIKO AZOENOYZ

AoBevhs niikias 17 €wwv napouociace augnon
pavoapivacwy, napdtaon tou INR kar avaiyia, nou
dianiotwbnkav og epyactnpiakd €Agyxo yia OlEpeU-
VNON €UPUNVOPPUCIaK@VY SIatapaxwy. XopnyhBnke

oppovikh Bepaneia yia anokatdotaon s UPnVoU
pUoews Kkal ey éyive Nepaltépw diEpeUivnon s NNat-
Khs Aeitoupyias. TpEls PAVES IETE NOPOUCIaoE CUPNE-
PIPOPIKES BIATAPAXES E AVUKOIVWVIKA CUHNEPIPOPA,
blatapaxn Npoooxns kal Unvou. TpeEls Yhves apyotepa

¥ EAAHNIKH .
NEYPOAOTIKH Neupofoyia 30:2-2021, 6-19
=) ETAIPEIA



Algtapaxés Kivnukotntas oe petaBonikés diatapaxés

Eikova 1.

EMNBEIVMBNKAV OF CUUMNEPIPOPIKES DIATAPAXES KAl MPO-
otéBnke veuponoyikn onpelonoyia pe tpdpo Kal du-
oxépela Badions. MpokeIPévou va avUPEIWNIoTOUV Td
WUXIATPIKA cUpNTdpata xopnynBnkav veupoAnnukd,
avukataBAinukd kar Bevodialenives. H katdotaon tns
aoBevous, kKupiws ota nAaioia s Kivnons, CUVEXIOE
va €NIGEIVAOVETAl Kl 3 PAVES PETA €XA0E TV IKavdTtntd
Badions kal napouciaoe duokodia otnv opiAia Kal
n ofuon. EionxBn apxikd og yuxiatpikn KAVIKA yia
bigpevivnon niBavhs avtibpaons petatponns. Me
ouvbpoph veuponoyou unePAnBn oe MRI, n onoia
aVEDEIEE OUUPETPIKES, AUPOTEPONAEUPES, uYnAoU
onpatos BAGREs otov KEPKOPOPO Kal 10 PpAKOEION
nuphva otnv T2 kai FLAIR akoAouBia, padi pe eoties
upnAoU ohpatos otous Bandpous, 1o peoeyképano
Kal TN YEQUPA. XNV wxpd opaipa napatnphinke
augnon tou ochpatos otnv T1 akodouBia. H kAvikA

eIkdva kal ta euphpata s MRI Atav Unonta yia vooo
tou Wilson kai o nepaitépw éReyxos, nou €0€IEe xa-
unno eninebo ogpoufondacpivns oto afpa (12mg/
dL), au€npévo eninebo xankoU ota oUpa 24wpPou
(195 pg/24h), daktunio Kayser-Fleisher, nnatkés
diatapaxés kippwukoU tnou, enifeBaiwoav in bI-
dyvwon tns véoou Wilson. H acBevhs tn ocuyun tns
diayvwons napouoiale Bapid yevikeupévn duotovia
ME PHOVIUN NOPAPOPPWOoN TOU NPOCMNOU, TOU KopuoU
kal dkpwv (eikéva 1), nAnpn aduvapia opiAias Kal
ofuons. YnoPAnBnke og aywyn pe tpievtivn, d106pI-
K6 ofIk6 WeudAPYUPO KAl CUPNMTWHATKA aywyn yia
i duotovia (avuxonivepyikd kal Bevlobialenives). H
katdotaon s otaBeponoiNBnke apxika kal Katdniv
BeAuwOnke, aAnd n acBevihs ohpepa, 2 xpdvid PETd
n 61dyvwon Ogv avéKINoe akdpNn th duvatdtnta ave-
EGptnns kivnons.
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AIATAPAXEZ KINHTIKOTHTAZ £E ENAOKPINOAOTIKA
NOXHMATA

ABnvd Mapia Ziurton, Aewvibas Xtepavis

A’ Mavermompiakn Neupooyikn Kavikn, Aryiviteio Noookopeio, latpikri 2xoAn EBvikou kai KanobiotpiakoU Maveniotpiou ABnvav

MNepiAnyn

Ikonos: Mapabétoupe pia avaokdnnNon twv KIVNTKOY S1aTtapaxmy Nou Pnopsi va epgaviotoly o€ Ka-
noles evbokpivoAoyikés diatapaxés Kal va nepinAégouv v eikdva Tous.

Aebopéva: To veuplkd kal 1o evbokpIvikd cUotnua gival dueoa ouvdedepéva peta&l tous kal oupPdanouy
otnv opoIdoTtaon tou opyaviopou. Or evbokpivodoyikés diatapaxés pnopei va dnploupynoouv Sidpopa veu-
poAoyIKA CUPNTWUATA YETAEU Twv onoiwv Kal KIVNTIKES S1atapaxés onws tpopo, xopeia, ataia, Bannioud,
Mapkivooviopo, kal puodkiovo.

Zupnépaopa: O KIVNTKES HIATAPAxES UNOPET va eUPavioTolyv oav 10 NPWTO CUUNTWUA evOs EVOOKPIVO-
AoyIkoU voonpatos h og onoladNMoTe XPOVIKN GTyPn ts vOOOU Kal N oUvOEoh ToUS e TNV UMNOKEIUeVN vOoO
eivar noAnés popés duokoo va avayvwplotei. Kanoies popés anotedolv anoténsopa tns Bepaneias evods
evbokpIvonoyikoU voonpatos, v AnAes QopEs, UNOoXwEOUV PE TNV AVUHETWDNION NS UNOKEIUEVNS vOOOU.
Ye noAnés nepINtoels N unokeipgevn naboguaoiofoyia nou npokansi Ts KIvNTukés diatapaxés dev €xel akdOUA
anocapnVIoTEi.

Né€eis eupetnpiou: Kivnukés Siatapaxés, 1popos, unepbupeosidiopds, unoBupeoelbiopds, unepynukaipia,
unonapabupeoeiSiouds

MOVEMENT DISORDERS IN ENDOCRINOLOGICAL
CONDITIONS

Athina Maria Simitsi, Leonidas Stefanis

First Department of Neurology, Eginitio Hospital, Medical School, National and Kapodistrian University of Athens

Abstract

Objective: We provide a review of the movement disorders that can occur and complicate selected
endocrine disorders.

Background: The nervous and the endocrine system are closely related and work together to maintain
homeostasis of the human body. Endocrine dysfunctions may lead to various neurologic manifestations
including movement disorders such as tremor, chorea, ataxia, ballism, parkinsonism and myoclonus.

Conclusions: Movement disorders may occur as the initial symptom of an endocrine disease or at
any time during its course and their association with the underlying disease is often difficult to identify.
Sometimes they are the result of the medical interventions required for the management of the endocrine
condition, while other times they subside with the treatment of the underlying disease. In many cases, the
underlying pathophysiology that causes movement disorders in the setting of endocrine dysfunction has
not been clarified.

Key words: movement disorders, tremor, hyperthyroidism, hypothyroidism, hyperglycemia, hypoparathyroidism
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MoAndd evbokpivodoyikd voohuata npokadouv
KIvntikés diatapaxés. Autd ta onoia oxetilovial Pe
KAaooIKES eKONAMOEIS KIVNTIKDVY diatapaxmv ival
10 akéniouba:

1) Alatapaxés Bupeoeidbous adéva:
a) YnepBupeoelbIopos
B) YnoBupeoeidiopds

2) Alatapaxés tns evOokpIvoUs Poipas Tou naykpéa-
108!
a) YnepyAukaipia
B) Ynoynukaipia

3) Alatapaxés napabupeosldmv adévawv:
a) YnepnapaBupeoelbiopos
B) YnonapaBupeoeidiopos

4) Alatapaxés tou grolol twv eniveppidiwvy:
Mpwtonabns poloeniveppidiakh avenapkeia (vo-
oos Addison)

YMNEPOYPEOEIAIZMOZ

H nio ouvnBiouévn aitia tou unepBupeoeldiouol
gival n vooos tou Graves, anid ta auénpéva enineda
BupeoEIdIKMY OPUOVMDY PMNOPET va EUPAVICTOUV Kal
Adyw kataotpoikns Bupeoeidiudas, Bunakiwdous
abevparos, togikns nofuolwdous Ppoyxoknans N
unepPBonikol cupnAnpwpatos Bupeoeldikns opud-
vns(pappakeutkn Bupegoto&ikwon). O1 kivnukes diata-
POXES MOU PNOPET va EPavIoToly gival ol akONoUBEs:

Tpopos:

O 1poépos €ival n nio cuxvh Kivntukh diatapaxn
otov unepBupeocldiopd kal €1d1kd otnv Bupeotof)-
kwon. O 1pdpos wniké eival uynihs ouxvotnTas Kal
HIKPOU €UpOoUs, UNopei va ennpedoel tnv KEQANN Kal
10 AKpa Kal Ynopei va poiddel pe 1dionabn n enauén-
pévo pualonoyIké TPOUOo. X pid PIKPN OEIpd aoBevv
pe npwtodidyvwon unepBupeosidiopoy, Ppébnke
OU 10 76% gp@avioe 1pdpo’. Ta xapaknpioukd tou
TpOPOU Kal N anavinukétnta tou otny nponavondvn
unaiviooovtal 6u n naboyéveid tou diapeconaBeital
and pia au€npévn B-adpevepyikn katdotaon?. Enions
€xouv avapepBei kal ondvies nepintwoels opboota-
ukoU tpduou Adyw unepBupeoeidiopols. Ténos Ba
NPENEl va €Xoule un’oyiv yas tov unepBupeoeldiopd
O€ NEPINTWOEIS ENIOEIVOUPEVOU NAPKIVOOVIKOU TPOHO0U
0 onoios 6ev avtanokpivetal otnv avunapKIVOoVIKA
aywyh*.

Xopsia:

Mia ondvia kivnukhn diatapaxh nou oxetidetal pe
tov unepBupeoeidioud eival n xopeia. H xopeia eupa-
vietal Kupiws o€ veapes yuvaikes e vooo Grave's®.
H xopeia pnopsi va gival apgotepénieupn h €1epod-
nisupn, cuvexns h Napo&uopikn® 7 & 210 H xopeia
nioteletal éu €ival anotéAecua tns dueons enidpaons
s Bupeotogikwaons ato Kevipikd veupikd cUoTNUA.

Neuponoyia 30:2-2021, 20-28

®aivetal 6u o unepBbupeoeldbiopds odbnyei péow dia-
POPWY PNXAVIOUWY OE PId avaotpéyiun, auénpévn
avianodkpIon twv UNnodoxEéwv ts vionapivns tou pa-
BOwtoU owpatos otn vionapivn'.

Muodkidovos kail afdfa:

Muoknovos éxel enions ondvia avagpepBei otov
unepBupeoeidiopd, npooBaffovtas Tous KOpUIKOUS
yus h 1o nAdwopa' 3,

Anfes kivnukés diatapaxés onws Panniousds Kal
task-specific duotovia éxouv enions ondvia avageep-
ea’M, 15.

Ta napandvw cupnt@uata cuvhBws avtanokpi-
vovtal otn 816pBwon twv uYnA®V TPV Bupeoel-
OIkwyv oppovwyv. EninpéoBeta o 1pdpos pnopsei va
avtanokpIBei kal otn xophynon B avactoféwy 6nws
€INWONKE Napandavw Kal N Xopeia atn xophynon vio-
NAPIVEQYIKDV aVIAYWVIOTWOV.

YNOOYPEOEIAIZMOX

H nio ouxvh aitia eival n Bupeoeidiuda Hashimoto.
Affa aita ynopei va gival n Xelpoupyikh agaipeon
tou Bupeoeldous, n akuvoBepaneia kar S1Gpopa Pap-
paka 6nws 1o Aidio.

O unoBupeoeidiopds éxel noAAd kovd kAvikd xa-
pakwnploukd pe tn Néoo Mdpkivoov énws Ppaduki-
vnoia, unopipia, unogwvia, andBeia kar KatdBAiyn.
" autd 1o Adyo Ba npénel va €xoUPE OTO VOU pas
va eféyxoupe v Bupeoeidikn Aetoupyia o aoBeveis
ye vooo Mapkivoov nou 6ev avianokpivovial kand
oV PAPUOKEUTKN aywyh yiat unopei va ouvundpxel
unoBupeoelbiopds’®. AAAes KIVNTIKES O1ATAPAxES Mou
€XouvV OXeUOTEl Pe TNV napoucia unoBupeoeldiopoy
gival ol €EAs:

Napeykepafibikh ataia:

‘Exouv nepiypagei nepIntoels pe atagikéd Padiopa
o€ aoBeveis pe unoBupeoelbIopd!” 18 evd o€ KAMNoIEs
NEPINTWOEIS CUVUNAPXE! Kal TPOPOS TEAIKOU okomnou,
buopetpia kal ducapBpia'. Enions éxouv Neplypagei
NePINTWOElS eykepanondBeias Hashimoto pe oupntw-
pata napeykepanidikns atagias?® 2",

H eykepanondBeia Hashimoto ival pia autodvoon
eykepanondBeia avianokpivouevn ota oteposidh nou
oxetiCetal pe t Bupeoeidiuda Hashimoto. Mnopei va
EUQaVIOTE Kal Xwpis tnv napoucia unoBupeoelbi-
opouy, kai yia autd tov AGYo N €EETA0N TWV OXETUKDV
avuowpdtwy anti-TPO, anti-TG Ba npénel va yivetal
akéun Kal og eUBUPEOEIBIKES KATAOTATEIS.

Xopeia kai affa:

‘Exel neplypagei nepintwon avaotpéyiuns Xopeias
o€ nepintwon unoBupeoelbiopoU Nou UPEBNKe PETd
ané Bepaneia unokatdotaons noAAhy eFEoPAdwV?.
Mia anAn nepintwon enions ava@épBnke énou pia

EAAHNIKH
NEYPOAOTIKH
ETAIPEIA



ABnvd Mapia Zipiton, Aswvidas Ztepavhs

nAikiwpévn yuvaika pe eykepanondBeia Hashimoto
avéntu€e aipvidia évaptn diatapaxwv oupnepipopds
E TAUTOXPOVES XOPEIOPOPPES KIVATEIS TwV AKpwV?3,

Enions éxel avagpepBei pia nepintwon acBevous
pe vooo Mdpkivoov nou eppavice pudkiovo Kal
eykepanondBeia og €dapos unoBupeoeidiopou. Ta
oupntpata upeédnkav NANnpws petd and Bepaneia
unokatdotaons?t.

YNEPTAYKAIMIA

H unepyAukaipia napoucidletal cuvhBws otov
npwtonadn cakxapwdn diaphtn (XA) twinou | (voou-
Aivoe€aptmpevos) kai Il (un IvoouRIvOEEAPTWHEVOS)
Kal onavidtepa otov deuteponabn A (voonhuata nou
KataotpéPouy 10 NAyKpeas 6nws naykpeatuda, did-
popes evbokpivondabeies, 6nou éxoupe uwnid enineba
avIaywvIiot@v tns Ivoounivns, dnws oto ouvopopo
Cushing, @apuakoyevh ZA ktd).

Mn KetwUKA ungpyAukaipia ynopei va ueavi-
otei otéws oe aobeveis pe LAl kal o1 aoBeveis va
avanti&ouy, xopeia, nui-xopeia kal nuiBadfiopd. H
MRI-eykepdnou ous T1 akonouBies pnopsi va deitel
au€énpévo ohpa oto avtinigupo kEAuPos?® 26, Enions
éxel avapepBei ataia?’.

YNOTAYKAIMIA

H unoyAukaiyia pnopei va anotefei enindokh tns
aywyns pe ivoounivn kal atous 6Uo tnous XA, adfd
Kal Tns and tou otdpatos avudiaBnukns aywyns. Eni-
ons unopei va ogeinetal o OyKOUS ToU Naykp&atos
onws 1o Iivoounivwpa. H unoyAukaiyia cupPaivel
ouxvd katd i didpkeia doknons Kal VNOTEIas.

Ta apxikd cupnuopata opeifovial otny €éKKpion
KatexoAapvav: Tpdpos, pIdpwoels Kal aioBnua
nadpv. Afdes Kivnukés Slatapaxés nou pnopei va
EU@aviotoly eival napo&uopikh xopeia, aBétwon Kal
Banniopos?® 2% 3,

Xe aoBevels pe IvoounivoeCaptpevo ZA exel nepl-
ypagei napatetapévn napeykeanidikn atagia petd
ané unepPonikh 66on Ivooudivns®'. Enions éxel ava-
@epBei pudkiovos oe nepintwon unoyAukaipias and
Ivooudivwpa, o onoios diayvotnke katd AdBos ws
puokAovikn eniAnyia3? kaBws kal dAfes puokiovi-
KOPOP®ES KIVACEIS KEpanns kal dkpwv3? 34, TéNos
éxel avagepOei napkivooviopds Kal napo&uouikn
buotovia npokanoUpevn ané doknon o€ NePintwaon
IvoouAIvdaTos®e.

Extds and tov 1pduo, n unepyAukaiyia kal n uno-
yAukalpia npokadoUv NapdUoIES KIVNTKES DIATAPAXES
Kal fows autd ogeinetal o€ éva Kolvd Naboyevetkod
UNXaviopo e Tov ornoio ol S1atapaxés twv ennédwy
yAukddns oto aipa ennpeddouv tn Asitoupyia tou
eyKEPANOU Kal 10 KUKAWPA twv Bacikwy yayyniwy.
Ytnv unoyAdukaiyia pdAiota qaivetal va naiel pdio
pia Slatapaxn otov KUkAo tou Krebs®.

MPQTOMAOGHX KAl AEYTEPONASHZ
YNEPNAPAOYPEOEIAIXMOZX

Ta ouvnBn aitua npwtonabous unepnapabupeo-
€16iopou gival yovnpn adsvpata, unepniacia twv
napabupeosidwv adévwy, PéPos Tou cuvdpodUOoU
s noAnanAns evéokpivikhs veonAaaoias (MEN) kal
Kapkivwpa twv napabupesoeidwv adévwv. O deute-
ponaBns unepnapabupeocidiopds apopd t diaxutn
abevwpatmwdn unepniacia nou endyetal and kanoia
blatapaxn ektds twv Napabupeoeldv adévwy.

Kai ous 600 nepintioels 1o anotéAeopa eival n une-
paoBeouaiyia n oxéon tns onoias e KAMOIES KIVNTKES
biatapaxés kal 1ov NapKivooviopd dev eival capms
tekunpiwpévn. O unepnapabupeoeldIouds Nou Oxe-
tiCetal Ye NapKIvooviopo fows €ival CUPNTWHATKOS A
fows unopsi va enideivaoel évav npolndpxovia nap-
Kivoovioud, kail gaivetal va BeAtdvetal ye tn 616p0w-
on twv eninédwv acPeatiou kal napabopudvns3® 2,

YMOMAPAOYPEOEIAIZMOZ

Ol NEPICOOTEPES NEPINTWOEIS UNonapabupeoEl-
OlopoU ogeinovial og PeTEYXEIPNTKA NINAOKA O€
enepPaoels twv BupeoeidoUs h twv Napabupeosidiv
abévwv. Affes arties unopel va sival autoavooia,
yeveukn diatapaxn, deuteponabms NdYw uneppodp-
twons o1dnhpou otn voco Wilson, deuteponabs
Adyw avendpkelias payvnoiou k... Ytov yeudol-
nonapaBupeoeibioud, napd ta euaiofoyikd enineda
napaBoppodvns, UNdpXel YEIWPEVN avianodkpIon Twy
OPYAVWV-OTOXWV.

To anotéAeopa twv napandvw eival n unacfeou-
aiyia. H unaoBecuaipio pnopei va npokanéoer nap-
KIvooviopo, duatovia, yudkAovo, kal xopeia?!: 42 4344,
Enions éxouv avagepBei kal NEPINTWOEIS NAPOEUOI-
KNS KIVNoloyevoUs xopeloaBétwans® napeykepanidikn
ataia® kaBws kal NapKivooviopds pe oxedov Katnp-
ynpévn kadBetn opBaApoKIVNTKOTNTA — OaKKAOES, €1-
KOva napdpola pe npoioloa unepnupnvikh napafuon
(Progressive Supranuclear Palsy-Like Phenotype)?’.

Xapaktnpiotkd tou unonapabupeoeidiopou pe
veuponoyikés S1atapaxés €ival n napouacia acBeotd-
oswv otd Baoikd yayyAia 6nws ot vooo Fahre 49,

O yeubonapaBbupeoeldiouds enions éxel CUOXE-
TUOTEl Ye NapKIivooviopd, napoucpuikn duokivnaoia
Kal napouacia aofeotoswy ota Bacikd yayyAia® >,

NOXOXZ ADDISON

H npwtonabns giolosnive@pidiakh avendpkeia
(véoos Addison) ocuvnBws ogeifetal oe autodvoons
arvonoyias kataotpo®h tou eRolol Twv nveppidiwv
ye anoténeopa peiwon ts koptuldans oto nAdopa
kar au€non s ACTH. Exel avapepBei otn BifAio-
ypa@ia pia nepintwon acBevous pe véoo Addison n
onoia napouciaoe KAAoOIKO NAPKIVOOVIOUO: éviovn
Bpadukivnoia, unopiyia, unogwvia, duokapyia kal
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MNivakas 1. Kivnukés Alatapaxés nou npokadouvtal and Evbokpivonoyikd Noohpata

AITIOAOTIA

KINHTIKH AIATAPAXH

YnepBupeoeldIoPOS

Tpouos, xopeia, pudkAovos

YnoBupeoelbiouds

Mapkivoovipos, xopeia, ataia

YnepyAukaiuia

Xopeia, npiBaniopds

YnoyAukaipia

Tpouos, xopeia, Baniopds

YnepnapaBupeoeiSiopds Mapkivooviopos

YnonapaBupeoeidiopds

Mapkivooviopos, pudknovos, xopeia, diatapaxh opBadpokivnukotntas

Noéoos Addison MNapkIivoovIopos

napKivoovikd Badiopa xwpis duws napouasia 1pdpou.
Ta cupntpata ueéBnkav pe tn ARYN aywyns yia
vooo Addison (npedvidondvn kal udbpokopuldvn).
Aev éxel Ppebei KANOIOS CAPNS UMOKEIPEVOS UNXavi-
opobs Nou va ouvbEel Tov NAPKIVOOVIOUO PE tn vOoO
Addison*2.

Ztov [Mivaka 1 @aivovtal ouvonuKkd ol Mo OUXVES
KIvntikés Slatapaxés nou npokanouvtal and evookpl-
voroyikd voohpata.

Mapakdtw napoucidadetal cuvonukd nepintwon
aoBevous pe npwtonabn unonapabupeoeldIouod Kal
(aivoétuno npoioloas unepnupnvikhs napdnuons
(PSP) nou npéogata atloAoynbnke oto NoookopEio
pas.
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MAPOYZIAZH NEPIZTATIKOY

Mpokertal yia dvdpa 72 etwv e npoioloa duoap-
Bpia-unogwvia ané 10etias. Ev ouvexeia ota ocupnm-
pata npootebnkav duokodia otnv éyepon and kaBioth
Kal Unua 6¢on kail otadiakd pia hnia diatapaxn oty
Badion. Ano 1o a/a avagépetal 161onabns unoana-
paBupeoeidiopds anoé 40stias, otepaviaia véoos Kal
apBpiuda xelpdv duew. And 4etias n Badion eni-
OeIviBnKe NepaItépw Kal apxioav ol Noels. And
6unvou o acBevhs eppdvios peydnn aotdBeia otny
Badion pe anotéNeopa oUVexels MWaels, v NAéov n
duoapBpia kar n unogwvia ntav 16oo évtoves, os Pab-
p6 nou pe duokonia yivotav katavontods. To tefeu-
taio didotnpa eixe epgavioel kar duokatanoaoia. Otav
npoonnBe ota eEwtepikd 10TPEID TOU VOCOKOPEIOU pas
napouaiale tnv €€ns eikéva: éviovn unopwvia-ou-
oapBpia xwpis dpws apacia NpdoAnNYns A ekNopnns
600 autd pnopouoce va ekuunBei. Mapouaciale enions
évtovn duokapyia otov auxéva kal eNExXIoTn oTov api-
otepd aykwva. To €16 katw Akpo eppavile duotovia
HE OTPOPN NPOS TA £0W, EVW EMAOXE KAl ANG YEVIKEU-
pévn Bpabukivnoia. EkAvovtav 10 paonthplo avia-
vakAaoukd Kal apxéyova aviavakiaotkd, énws 10
pulnuko. Mapouciale ékninkto BAEPUA, YEIWPEVOUS
BRepapiopous, apyh napakodouBnon otov opiddvuo
atova kar nepIopIopo s oPBafuoKIVNTKOTNTAS OTOV
k&Beto atova kar €161kd otnv Npos ta évw kivnon n
onoia htav oxeddv katnpynuévn. O cakkadIkEs KIv-
o€ls otov KaBeto G€ova kail npos us SUO KAteuBUVOEIS
Atav katnpynuéves. H éyepon Atav eQIKTh Povo pe
apeotepdneupn otpign, evd n Badion ntav nonu
aotaBhs pe ton nuons npos ta niow. Eidikd otn
otpo®n xpelaldtav va unoPactddetal yia va pnv nécel.
Enions epgaviCe hnia pefokivnukh anpatia kal Btkod
onpeio xelpokpothuatos. H evbenexéatepn eE€taon
TWV VONTUKWV tou Agitoupyidv dev katéotn duvath
Adyw s enifapupévns katdotaons ou. H Mayvn-
ukh Topoypapia Eykepdiou tv onoia npookouios
avédeiEe eaties xapnAoU onpatos otny T2 kar FLAIR
oT0 KEAUPOS TwV PAKOEIBDY NUPNVWY Kal TNV wXxpd
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o®aipa, otous Bandpous, 1blaitepa Npos tnv onicbia
EMNIQPAVEIO QUTWV Kal TO NPOCcKePANaIo, OTNV NEPIOXN
TV 000OVIWTWY NUPAVWY TNS NApeykeanidas, evi
otnv akoAouBia SWI ol adfoimaoels autés avadeikvu-
ovtal Pe peyanutepn €ktaon kal xapnAotepo onua
(Eikova 1a,b). Enions eppavice Babud petwniaias
atpoias, xwpis Opws atpogia peoeykepanou) (Eikdva
10). Ztnv T1 akofouBia o€ pepika twhpata ol BAGREs
napouaidlouv auénuévo onpa nou niBavas ogeine-
a1 oty Napddo&n cuPnePIPOPd MOU UEPIKES POPES
epaviel o aoPéotio ous T1 akonouBies(Eikova 1d).
To onvBnpoypdenua Baocikwv yayyAiwv (DAT SCAN)
oto onolio gixe unoPAnBei avédelte capn peiwon s
npdéoinyns tou padloapudkou ota KeAUEPN Twv
(PAKOEIBWDV MUPAVWY AUPW, PE EVIOVOTEPN PEiwaoN
6e€1d (Eikéva 2). Yto napenBov eixe AdRel aywyn pe
AeBovtona xwpis 161aitepn avtandkpion. EAGuPave
Bepaneia unokatdotaons pe aoBEcto (xwpis dpws
Ikavonointikh pUBpIon), avuuneptacikd kal dovened-
An. ZuveotnBn dievépyela véas agovikns Topoypapias
eykepdanou, n onoia napouciale eikdéva napdépola
de nanaldtepa, e apPotepONAEUPES evanobéoels
aoeotiou ota Baaoikd yayyAia, otov BaAapo, otous
o0bovIwToUs NUPNVES TS NapeykePanidas kai otnv ev
tw PdBel Aeukn ouoia Twv eyKEPANIKWDY NUICPAIPiwV
(Eixdva 3). Ev katakAeidl, napouaoidloupe évav aoBevn
ue 161onabn unonapabupeoeidioud, diatapaxn s
KGBetns opBanpokivnTKOTNTaS Kal a&ovikNs KAtavo-
UAs napkivooviopd, pe duokapwia auxéva, éknan-
kto BAgupa, nuwosls, SucapBpia kal duokatanoaoia,
npooopoldlovia eavotuno PSP, xwpis avtanokpion
ot vionapivepyikn Bepaneia. Eival evbiapépov ou
0 acBevns, pe 1o naBonoyikd DAT SCAN, €ixe capn
évdeIEn exunions tns penaivopadwtns odou, uno-
dnnwvovtas 6t o unonapabupeoelbiopds/ unaofeou-
aipia, népav s nabonoyikhs evandBeons aofeotiou
petaouvanukd, pnopei va ennpedoel 1ov agova autov
Kal npoouvanukd. Onws avapépbnke napanavw,
UNAPXOUV OXETKES avapopés atnv BipAioypagia nou
ouvbéouv paivétuno PSP pe unonapabupeosidioud,
annd npokertal yia e€alpeukd ondvio QAVOPEVO.
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Eikéva 1. Xinv akonouBia FLAIR ths MRI eykepdnou qaivovtal eoties xaunAoU chPatos oto KEAUPOS TwV PAKOEIOMY Nu-
phvwy, otnv wxpd oeaipa kal otous Banduous (1a), otnv akodouBia SWI xaundd ochua otous 0doviwtoUs NUPNVES NS
napeykepanidas (1b), oe ofeniaia tounh T1 @aivetal BaBuods petwniaias atpogias, xwpis duws atpodia peceykepanou ania
fows hnia au§npévo onpa os autdy (BEnos) (1¢) evdd oe agovikés Topés T1 o€ PEPIKA THAPATA Twv Badikdy yayyniwv Kal twv
Banduwv napouaidletal augnpévo chua (1d).
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Eikéva 2. znivBnpoypdenpua Bacikwv yayyAiwv eykepdnou

DATSCAN [Serien-ROI und -Kurve] 11/23£2020 | DATSCAN [Arithmetic] 11/23/2020
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Eikéva 3. Atovikn topoypagia eykepdnou: Gaivovial augpotepdnisupes evanobéoels aofeotiou ota Baoikd yayyAia, otov
BdAapo, otous oboviwtous Nuphves s napeykeanidas kal otnv ev tw PaBel Neukn ouaia twv eykePpanikv nuiopalpiwy (A-D).
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KINHTIKEZ AIATAPAXELZ E AIMATOAOIKA NOZHMATA

Euayyenia lkila', XpuodvOn Babikonia?

" Neuporoyikn KAvikn, IN.©. «Innokpdteio»
2 Aiparofoyikn Kavikn, I'N.©. «[". ManavikoAdou»

MNepiAnyn

O1 kivnukés dlatapaxés, avtiBeta pe anna veuponoyikd ocupntmpata, anotedolv onavies ekdNAWOEIS TwV
alyatofoyikwv voonpdtwy. Epgavidovial oe S1apopeTikés Katnyopies alpgatofoyikmy diatapaxwy, onws eni-
ons Kal ota nAaiola ondviwy YeEVETUKMY ouvopduwy nou ouvbudldouy KIVNTKES SIaTapaxés P aluatonoyIkEs
ekbnAmoels, GNws N vepoakavBokuttdpwaon. Ykonds autns tns avaokonnons gival n NeEplypaen tou eacpa-
105 TWV KIVNTK®V S1atapax@v nou epgavidovial ota nAaiold aipatooyIKoy voonudtwy Kal twv 181aitepwv
XAPAKINPIOTKWOY TOUS PE OTOXO TNV avayvdpion Kal TNV avUPETWNIoN TOus.

NéEels eupetnpiou: kKivnukes Siatapaxés, alpgatonoyikd voonpata, veupoakavBokuttidpwon

MOVEMENT DISORDERS IN HEMATOLOGIC DISEASES

Evangelia Giza', Chrysanthi Vadikolia?

" Department of Neurology, General Hospital of Thessaloniki, “Hippocration”
2 Department of Hematology, General Hospital of Thessaloniki “G. Papanikolaou”

Abstract

Unlike other neurologic symptoms, movement disorders represent uncommon manifestations of hema-
tologic diseases. They occur in different categories of hematologic disorders as well as a part of genetic
syndromes, which combine movement disorders and hematologic abnormalities, such as neuroacanthocy-
tosis. The purpose of this review is to describe the spectrum of the movement disorders in the context of
hematologic diseases and their distinguishing features focusing on recognition and management of these

disorders.

Key words: movement disorders, hematologic diseases, neuroacanthocytosis

EIZATQrH

O1 Kivnukes dlatapaxés yevikd anotedolv ondvies
vEUpONOYIKES SIaTaPaxEs Twv alpgatonoyIKwy voon-
pdtwv. Mpoékertal yia deuteponabeis ekONAWOEIS Ki-
VNTK®V dlatapax@v, 6nws N xopeia, o yudkAovos, o,
Napkivooviopos K.6. pe napodikd cuvhBws xapaktnpa
A unopel va anotedolv Bacikd Otoixeio yeveukou
ouvdpodpou, nou cuvbuddlel veuponoyikés Kal alpa-
tonoyikés ekdnAwaoels, dnws n veupoakavBokuTtdpw-
ON. X& APKETES NEPINTWOEIS NPOKEITAl YIA AVAPOPES
HEPOVWHEVWY NEPICTATK@Y otn BiBAioypagia, o
avudiaotonn e 1o cuxvotEPO olvEPOUO avNoUXWY
dkpwv otn cidnponevikh avaiyia. Xe 6,1 apopd v
QVUETMNION TwV KIVNTKOV O1aTapaxwy, XapaKnpIot-
K6 €ival 6u Baciletal os peydno Babud otn Bepaneia
TOU UNOKefyevou alpatonoyikoU voonuatos.

Neuponoyia 30:2-2021, 29-37

ZIAHPOTMENIKH ANAIMIA

O 6pos Zidnponevikh Avalpia (XZA) avagpépetal otny
gpubBponoinon und ouvBnkes andAutns éAnelyPns ol-
dnpou, nou npounoBétel tnv eEaviinon twv anobn-
KWV Tou 01dhpou otov opyaviopd. Anotenel th ouxvoé-
tepn pop@h avaipias o naykéopia kAipaka [1]. Eivan
HIKPOKUTIOPIKA avalpia pe xapnaés tupés oidnpou kal
QeppItivns (<10 pg/L) kar xapnin oldnpodecueutikh
Ikavétnta (<16%). Aftua neplopiopévns npdoanyns h
anoppéenons oidhpou anotedouv: 1. Kakh Bpéyn
ota naidid, 2. Aucanoppé@non (koiliokdkn, vooos
tou Crohn, oAikN YaOTPEKTOPA, XEIPOUPYIKA Napd-
Kapyn otopdxou k.d.), 3. MaBonoyikh Aeitoupyia
pavopeppivns (OUYYEVAS ATPAVOPEPPIVAIMIa, auto-
avVUoWUATa évavu Tou UNodoxEa s 1pavapeppivns,
noAupopPIcUOl TPaVoPePPIVNS).
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To ouvbpopo avhouxwv dkpwv (Restless Legs
Syndrome, RLS) anotenei tn ouxvétepn Kivnukh Sia-
tapaxn, nou NoAnEs popés ouvundapxel e veupono-
yika h dAna voohpata Kal Ye tov 6po deuteponabés
oUvOpOoPo avhcUXwV GKPWY Va XPNOIPoNoIEtal oTo
napenBov yia autés us nepintwaoels [2]. H aibnpo-
nevikh avaiyia anotesl o XapaktNPIoTKOTEPO Na-
pddelypa. Kataypdpetal ugnadtepn ouxvotntd RLS
o€ aoBeveis pe oidbnponevikn avaigia adid kal og
aoBeveis pe éAdsiyn o1dnpou, xaunih Tuh eeppitivns
otov 0p6, anid QuaoloAoYIKES TPES alyoopalpivns
[3, 4]. Aev napatnpeital diagoponoinon otn @aivo-
pevonoyia, aAAd n avayvdpion autdyv twv aoBeviv
Katd tn Siayvwaotikn Npocgyyion sival onpavukn, oi-
ou n avandnpwon s éAdsiyns cidhpou BeATwvel
n e€aneipel ta cupnupata oty NAgiovoTNTa Twv
nepIntoewvy [5]. Exouv dnpoacieutel kateubuvtnpies
obnyies yia xophynon aibhpou yia i Bepaneia RLS
o€ evhnikes kal Naibid cUP@WVa PE TS OMnoies n and
ToU otopatos xophynon ferroussulfate 325mg duo
Qopés nuepnaiws eival duvnukd anoteNeouatikn o
aoBeveis pe peppitivn <75 pg/l [6]. Zuothvetal n xph-
on evbopAePiws ferric carboxymaltose (1000 mg o€
ia éyxuon) yia tn Bepaneia pétpiou Kal coBapou RLS
otav ta enineda s geppitivns ival < 300 pg/L kal o
KOPEOUHS s Tpavopeppivns < 45% [6].

MYEAOYMEPMAAZTIKA NOZIHMATA

Ta MuegfoUnepnAactikd voohpata gival Xpovies
naBnoeis nou o@eifovtal otov kAwvikd noAdania-
olaopd evds dwpou noAudlvapou alpgonointkou
KUTTIAPOU toU puenol twv ootwy, kal odnyouv o€
UNEPNAPAYWYN pias h NEPICCOTEPWY AIHOMNOINTKWY
OEIPV.

AAnBns noAdukuttapaiyia

H AAnBnhs noAukuttapaipia A noAugpuBpaipia h
gpuBpokuttdpwon (Polycythemia Vera, PV) gival n
au&non tou aplBuoU twv EpUBPMY alyooPpalpiwy,
NS aIPooPalpivns Kal Tou aIpatokpitn, navw anod ta
anodektd uoiofoyika 6pla. H autnuévn Hb (>18,5g/
dl otous avbpes, >16.5g/dl ous yuvaikes) Siakpivetal
o€ anoAutn (h aAnBn) (au&non tns padas epubpwv)
Kal oxeukn (A yeudn) epuBpokuttdpwon (puaionfo-
yikh pdda). H anéiutn diakpivetal oe npwtonadn kai
beuteponabn nodukuttapaipia. ZuvnBws aveupioketal
petdnnagn oto yovibio tns janus kinase 2 (JAK2) [7].
EpuBpdinta npoownou, {ann, kepanadyia, Siatapa-
x€s 6paons, napaiobnaoies, kvnopds, epuBpopeianyia
(au€&non Beppuokpaaias déppatos, aioBnua kavoou,
gpuBpOTNTA) €ival Ta KUpia KAVIKE cUPNTMPata.

Neuponoyikés eninAokés cupPaivouv ouxvd otnv
afnBn noAukuttapaiyia. H xopeia anotesi pia ond-
via ekdniwon afdd  ouxvotepn Kivnukh diatapaxi
nou anavtdtal otnv ainBn nodukuttapaiyia (0.5-5%
Twv Nepintwaoewv) [8]. Epgaviletar kupiws o€ yuvaikes

nAikias >50 €in kal yI' auté to Adyo npénel va Aap-
Bavetal unéyn otn dlagopikn didyvwon XopEias Ue
oyiun évapén [9,10]. EkdbnAmvetal ouvnBws pe ofeia
€vapén PE T HOP®N YEVIKEUPEVNS XOPEIas PE KUPIws
otopatoyvaBikh npofonn Kal O KANOIES NEPINTWOEIS
nuixopeias [9, 11, 12]. X YeEPOVWPEVES NEPINTWTEIS
eupavidovtal BandioukoUu tinou kivhaoels [12]. H xo-
peia kar anna veuponoyIkd CUPNTWPATa PUNopEi va
nponyouvtal twv alpatofoyikav diatapaxwv [13, 14]
N va ouvdéovtal pe endeivawon twv algatonoyIKwy
napapétpwv [15]. O ynxaviopéds nou odnyei otny
eppdvion xopeias otnv aAnBh noAukuttapaipia dev
eival EexkaBapiopévos kal éxouv npotabei Sidpopes
epunveies. Aedopévou 6T anavtdtal eEalpetkd ondvia
otwn deuteponabn nodukuttapaiuia [16], Bewpeital
niBavi n eyndokn poplakns diatapaxns [10].

H nopeia ts xopeias ouxva ugiotatal dlakupdvoels
avdanoya pE TS TYES TOU aIPaToKpitn Xwpis va undpxel
otevh oxéon Petatu tous. H xopeia nou epgavicetal
otnv noAukuttapalpia gival ouvhBws avactpéyiun,
annd pnopei va diapkéoel and eBOopddes péxpl xpo-
via eppévovtas otn Bepaneia [11]. H Bepaneia tns
véoou yivetal pe: a. agaipders (Ht <45%), B. aonipivn
(80-250 mg/dl), y. kuttapootatkd pAPUAKa UE OKONd
v kataotonn s gpuBponoinons (ubpofuoupia,
IVIEPPEPSOVN) Kal Ta TeAeUTaia Xpdvia Pe avaotoneis
s JAK2 kivdons (Jakavi). H papuakeutkn Bepaneia
s véoou pad pe enavanapBavopeves apaipdsers
ouvnBws BeAudwvouv tn xopeia [8, 12, 17]. Qotdoo,
KAnoles avBIoTAPEVES NEPINTWOEIS €XOUV AVUHETW-
NIoTel ENITUX®S pe tepaPBevadivn kar afongpidoAn
(11,12, 14, 17].

1610naBns BpuBokuttdpwon

MuenoUnepnAaotkh vdoos Nnou xapakinpietal
and enigovn au&non tou aplBuou twv algonetaniwv.
H kAwvikh aipgonoinon dev ouvodelstal and xapa-
KTINPIOTUKA KuTtapoyeveukn avwpadia (kapudtunos
Quolonoyikos oto 95% twv nNepINtwoewy). duaoio-
Aoyikd N augnpéva enineda BpopPonointivns éxouv
Bpebei o€ aobeveis pe 161onabn BpopBokuttdpwon.
H petdnna&n V617F tns JAK2 éxel Bpebei oto 50%
twv acBevav. O picoi aoBeveis sival acupntwpau-
Kof (BpopPBokuttdpwaon cav tuxaio elpNUa o€ YEVIKA
aiuartos). Katd tnv nopeia ts vooou ol NEPIcOOTEPOI
aoBeveis Nnapouaciadouy ayyelokIvVNTKES, BpopPwukEs
Kal aipoppayikés ekbnawaoels [10].

Ektés and tnv neplypagn s xopegias otnv annbh
nonukuttapaipia avagépovial otn BiRrioypagia duo
NEPINTWOEIS YEVIKEUPEVNS XOPEIas OYIUNS évapéns Ue
Kupiws otopatoyvabikh npoofoin nou cuvdéoval
ue JAK2 Beukn petadnagn oe 161onabn BpopPokut-
tapaipia [18,19].

EAANAEIWH B12
H Brtapivn B12 (koBanapivn) SiadpapatiCel onpa-
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vikd poéno otn ouvBeon tou DNA kal otn Agitoup-
yia twv veupikoU cuothpatos. H éAdgipn tns pnopei
va odnynoel o€ éva eupU GACHA aIYATONOYIKWY Kal
VEUPOWUXIATPIKDY S1aTapaxwy Ol Ornofes ouxvd &i-
val avaoTpEYIPes Yetd and v opBn didyvwon Kal
n Bepaneia. Aitua éAneiyns anotedoUv: avenapkns
npooAnyn (n.x. afkodn, nAIKIwPEVOI, XOpToPAyol),
ouvbpopa ducanoppdPNans, NAPATETAPEVN XpNon
avaotonéwy avinias NPWIoviwy Kal anokAEIoTMV Twv
H2 unodoxéwv tns Iotapivns, éAneiyn evboyevous
napdyovia N ToIXWHATIKOY KUttdpwy (kakonBbns
avaipia, atpo@ikn yaotpiuda, Petd and yaoTpeKTo-
un), eiNgikh duocanoppdenon, eviepiuda (vOo0s Tou
Crohn), extopn €ileoy, Baktnpiakn unepavantuén,
poAuvon pe Talvia, un anotefecpatkn Petapopd,
avendpkela tpavokoBanapivns. H éAneiyn B12 eival
ouvnBéatepn o€ autodvooa voohpata (diaBhtns, vo-
ohpata Bupeoeibous, PA, olvbpopo Sjogren, ZEA,
Addison, Aeukn k.4.). H éAneiyn pnopei va ennpedoel
noAAd cucthpata. Mnopei va eygavioBei aipéAuon
Kal navkuttaponevia. Xtadiakd epgavidetal kénwaon,
Kauoos yAwoaoas, anwAeia padicov [20, 21].

O1 veuponoyikés ekbnAwaoels s éAlsipns B12 ne-
piIRapBavouy éva eupy pavotunikd GpAcua, Unopei va
nponyouvtal tNs JaKPOKUTIAPWONS Kal tNs avalpias
Kal eviote va ival ta péva cupnuwpata [21]. O1 kivn-
UKés diatapaxés anotedolv andvies ekdNAMAOEIS s
€nnsiyns B12 kal ynopei va agopoulv 1pouo, xopeia,
duotovia, pudkiovo, napkivooviopd h cuvbuaoud
AUtV 1000 ot evhnikes 6oo kal os naidid [22]. Exouv
blatunwOei diapopes Bewpies epunveias s EPPAvI-
ons KIVNTUK@V diatapaxav [23]. To xapaktnpiotkd
néviws €ival n andvinon otnv avandnpwon ts B12
[21].

APEMANOKYTTAPIKH ANAIMIA

H Apenavokuttapikn avaiyia (Sickle cell disease,
SCD) apopd coPapés kKAnpovouoUpEVes SIATAPAXES
nou npokanouvtal and petanndgels oto yovidio tns
B-opaipivns oxnpatiCovias v Aigoogaipivn S. Otav
undapxel €éAfeipn o&uydvou n Aiyoopaipivn S aild-
Ce1 popen oxnpatidovas ta wnikd dpenavokUtapa
Autd ta epubpd eival dkapnta kail npokadouyv Ioxaipia
unAokdpovias v pikpokukAogopia kar &ivouv kAi-
vIKés ekdnAoels. KaBms ta KUTttapa Kataotpépovial
anopakpuvovtal ané v kuknogopia and pakpoddya
Kal npokafouv o&eldbwukd stress kal pAgyyovh anod
v anefeuBépwon eNelBepwv Popiwv aipns Kal ai-
poAuukh avaipia [24-26].

Av Kkal katd kavéva n SpeNavoKUTIapIKN avalpia
ouvdEetal pe v eppavion AEE [27], éxouv kataypagei
NEPINTMOEIS EUPAVIONS KIVNTKWDY S1aTapaxmV 1Go0 o€
aobeveis 600 Kal O POPE(s. YNAPXOUV avapopéEs O
naidid kal evAIKeS yia auénpévn ouxvoTNTa EPPAVIONS
NEPIOBIKWY KIVACEWY TwV dKpwv atov Unvo (Periodic
Limb Movement Syndrome, PLMS) kar péniota cuv-
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béetal pe tn Baputnta twv alpatonoyiKoy S1IaTtapaxmv
ot 6penavokuttapikn avaipia [28-30]. Mpdkertal yia
nePIOBIKES, OTEPEHTUNES KIVATEIS TwV AVw N Twv KATw
akpwv, nou cuvdéovtal pe Siakonh tou UNvou Kal
CUUNTMOPATA TOU oUVOPOUOU TwV avACUXWY KATW
akpwv. O akpIBns punxaviopds PLMS Sev gival yvwotds
av kal miBavonioyeital diatapaxh oto petafonioud
tou 016hpou Napdpola PE 10 cUVOPOUO avACUXWY
akpwv [28]. Ynapxouv enions PEUOVWUEVES AVAPOPES
NePINTWOsWY Xopeias o aoBevh annd kal popéa
dpenavokuttapikhs avaipias [31, 32].

NEYPOAKANOOKYTTAPQZH

O 6pos VeEUPOAKAVBOKUTIAPWON avapéPETal O pid
€1epoyevn opdada ouvdpoUWY pE veuponoyikés diata-
paxes nou cuvdEovtal Pe TV napousia akavBokuTtd-
PWV OT0 NePIPePIKS aipa [33,34]. Ta akavBokUttapa
€ival epuBpd aipoogaipia ye akavBwoels npooekPo-
Aés otnv enIQAvela Twv epuBpPOV AIHOCPaIPiwY Kal
unopei va BpeBoulv oe kataotdoels dnws apntadino-
npwtevaigia, Huntington’s disease like-2, kar veu-
poakavBokuttdpwon [35]. H akavBokuttdpwon oto
€NIXPIOUA NEPIPEPIKOU QiaTos gival 10 XapaKtNPIoUKO
diayvwotkd eUpnpa, e 1a akavBokUttapad va ano-
teNolv oxedov 10 50% twv pubpv alyoopalpiwv
nou Kukfo@opouv. H napouaia akavBokuttdpwy o
noooaotd ndvw anoé 3% oe dUo diadoxikd enixpiouata
NEPIPEPIKOU aiaTos gival apkeTh yia Tekpunpiwon s
diGyvwaons, epooov UnApxel N cupBath KAVIKNA gIkdva.

Yndpxouv dUo peydnes opddes diatapaxwv. H
Jia opdda tou pAcpatos twv cuvdpdUwY VEUPO-
akavBokuttdpwons yia tnv onoia Ba yivel avapopd
nepiNapPBaver kupiws dUo ondvia yeveukd ekpuAli-
OUKA vOoNhata ota onoid ol KIVNTIKES 1atapaxés
anoteAoUv onPavukd oToIXeio Tns KAIVIKAS €1kOGVas Kal
naiouv péno otnv aiuodoyikh didyvwon. Mpdkertal
yla T XOpEia-veupoakavBoKuTIapwaon (QUTOCWHATIKA
unofemoépevn kKANPOVopIKdTNTa) Kal 1o cUvopouo
McLeod (puAoouvbeto voonpa), nou eppavidouv
nonnés opoldtntes oto eaivotunod tous [34].

Xopeia-NeupoakavBokuttdpwon

H xopeia-veupoakavBokuttdpwaon (XA) ekbnAdve-
10l o€ veapd dtopa, ouvnBws v 3" dekaetia {wns, pe
npoodeutkd Eeicodpevn KAVIKN €ikOva. O1 KIVNTKES
diatapaxés nou anavidvial otn XA gival Kupiws xo-
peia, aAfd enions ductovia, NapKIVOOVIoUSS Kal TKS
[34,36]. Mapatnpeital yevikeupévn Xxopeia Ue OTopa-
tonpoownikh duokivnaia. Zofaph ctopatoyAwaaoikh
duotovia pe autotpaupatiopous tns yAwaooas Kal
TV xeIA€wV €ival XapakINPIoTKO yvmPIoPa tns XA
[37]. H duotovikh npoPonh tns yAhooas pe épnou-
o€s KIVAGEIS Mou endyetal ye tn oftion odnyouv otn
Aeyduevn «buotovia oftuons», nou anotenel enions
xapaktnpiotukoé tns XA. Mpokaneital cuxva onpavukh
duokofia own ofuon, kaBws n ductovikh npofonn
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s yAdooas anwbei tnv 1podh and tn GTopatkn
kolildtnta Kal eviote eival avaykaia n yaotpootouia
[38,39]. Auckonia undpxel enions otnv opiAia Kal
oty katdnoon. Kivnuka Kar pwvnuka tK pnopei va
ep@aviobouv [40]. Eivar duvatov va napatnpnBoulv
EKTATIKOI/KapNUKOI puikoi onacuoi nou obnyoulv o€
Biain extiva&n s kepanns [41]. Me tv ndpobo tou
XPOVOU NapatnNPEtal ETENTtwaon and pPia UNEPKIVNTKN
diatapaxh o€ napkivooviopo [33], eva ondvia pnopei
va gfival 1o Kupiapxo yvapiopa otnv KAIVIKA €IKéva
[42]. Angikovioukd evionidetal CUPKETPIKN atpoQia
OTOUS KEPKOPOPOUS MUPNVES Napopola Pe tn véoo
Huntington.

Xe 6, apopd tnv unodoinn cupntwpatonoyia ey-
Qavidovtal emAnnukés kpioels e 1o 1/3 twv aobeviv
va ekdnAmvovtal apxikd pe enAnnukh kpion. Agovi-
koU tnou noduveupondBeia pe anouacia aviavakAd-
OEwV pnopei va anotefel KUpIo yvwpIoua s vooou,
evd aveupioketal au&non CPK [34, 36]. Avagépovral
kapdiakés appuBbuies kal puokapdiondBeia afnd Ai-
yOtEPO OUXVA OE oxéon e To0 oUvdpopo Mcleod.
Ytous aoBevels pe xopeia-akavBokuttdpwaon napatn-
pouvtal €nions cupnePIPpopikés diatapaxés annd kal
yvwoukh duoietoupyia nou pnopsi va odnynhoel os
dvold. YNapxouv avapopEs NePICTATKMY PE Evapen
TWV PUXIKWOV d1atapaxdv Péxpl kal pia dskagtia npiv
v évapén twv veupoAoyikwv cupntwpdtwy [43].

H XA €ival kAnpovopiké véonua Katd Tov autoow-
HaTKS unoneINOUEVO Xapakthpa nou oPeinetal o
petaniagels oto yovidio VPS13A oto xpwudowpa 9q,
nou napavel tnv npwteivn xopeivn, s onoias o pdnos
dev eival nAnpws katavontos [36]. Yndpxel nAnBwpa
petanAd&ewy nou €ival duokono va avixveuBouv Kal
0 Yevetkos €neyxos Oev eival eupéws diaBéoipos.

Aev undpxel €161kn Bepaneia. H Bepaneia os peyano
BaBuod eival cupntwpatkn [34, 43].

Xuvépouo MclLeod

To cuvépopo MclLeod eugaviletal oe peyanute-
pn nAikia (cuvhBws ta 50 €tn nAikia évapgns) pe
XOPEia ota AKpa va gival NepIocOteEPO ouxvh ano s
NEPIOTOPATKES KIVAGEIS Kal 1o Odykwpa s yAhooas.
H otopatonpoownikh duotovia Kal ol autotpaupa-
uopoi dev gival 1doo xapaktnpioukd otnv MclLeod
[34, 36, 44]. Tuxva cuvdéetal Pe NePIPePIKN noAu-
veupondBeia a&ovikou TUnou, KatnpynpEVES TeVOVTES
avtavakidoeis kal augnpévn upn CPK. H puokapdio-
naBeia anotensl XapaKINPIoTKG s vOOOU KAl oNpa-
VUKh arta Bvntétntas kal Bvnoipdtntas. EmAnnukes
Kpioels epgaviovial os pia opdda aoBevav [34,36].
O1 yuxikgs diatapaxes sival dSuvatdy va nponyouval
TV VEUPONOYIKMDY CUPNTWHATWY PE TN oxICOPPEVI-
KoU tUnou wuxwaon Kal tnv 1I6E0YPUXKATAVAYKAOTIKA
biatapaxh va gival o1 cuxvétepss [45]. Mapatnpeital
€nions yvwouKA €Ktwon.

To ouvbpopo Mcleod eival puioouvbetn diata-

paxh nou ooeeinetal oe petanndéels oto yovidio XK
(Béon Xp21.1), nou kwbdikonolei tnv npwrteivn XK kal
ouvbéetal pe 1o avuyovo Kx kai 1o cuotnpa Kell twv
€puBpV algoopalpiwy [44].

Agv undpxel anotedeopatkn Bepaneia kal yivetal
Kupiws cupntwpaukh Slaxeipion s vooou. nuavukh
gival n otevh kapdiodoyikn napakodouBnon [44].

AIMATOAOTIKEX KAKOHOEIEX
ANeuxaipia kal Aéupwua

H Aguxaipia anotenel aipatodoyikh kakonBeia nou
xapaktnpicetal and unéppuetpo kal ave&éneykto non-
Aandaciaopd kuttdpwy Nou napdyovial otov pueld
TWV 00TV (KUpiws twv AEUKOV alpoo@alpiwy).Ala-
kpivetal oe Muedoyevh kar Aep@oyevh, avanoya pe
Tov Wno wv naBonoyikyv Kuttdpwy Kal kaBévas and
autoUs tous winous Neuxaipias os ofeia Kal Xxpovia.
Ta Aeppmpata givar etepoyevhs opdda kakonBwv
vOOWV ToU AEUPIKOU 10ToU Pe Nolkidn cuunepipopd,
nou npoépxovtal andé ta B, Aiydétepo and ta T Aep-
Qokuttapa kal noAu ocnavidtepa and NK kdttapa.
Aiakpivovtal o€ Hodgkin kai un Hodgkin Aepgpaparta.

H epgavion kivnukav Siatapax@v o€ aipyatonoyi-
KEs kakonBeles eival eCalpetkd ondvia kal pnopei va
ouvbéetal pe dueon dinBnon tou KNI, napaveonia-
opaukn npooPonn h va gival anotéAeopa togikdINTas
and wnv Bepaneia [46]. Ta Aspedpata gival nepio-
061ep0o NIBavo va ouvbéovtal e KIVNTKES SIaTapaxes
0€ oxéoN PE Us undnoInes alyatonoyikés KakoNBEes.

‘Exouv kataypa@ei pePOVWUEVES NEPINTWOEIS XOPEI-

as [47], buotovias [48] kal napkivooviopou [49,50]
oav ekbNAwon cuotnPatkoU AgPPUOPATos, €1dIKd
non-Hodgkin Aspgpatos. Meplypdeetal nepintwon
napo&UopIKNS PN Kivnoloyevous duokivnaias nou
ouvdéetal pe SiBnon tou vwuaiou pueiol and B-
kuttapiké non-Hodgkin Aéuewpa [51].
Mapaveoniaopaukés dlatapaxés, nou oupPaivouy
o€ <1% twv aoBeviv pe AEUPWPA Eival Nio CUXVES
oto Népewpa Hodgkin [46,52] aAdd cupBaivouv kai
oto non-Hodgkin Aéppwpa [47, 53-55]. Mapaveo-
NAQoPATIKN XOPEIa EXEl KATAYPAPE! OE NEPINTWOEIS
non-Hodgkin aiid kai Hodgkin Aepgdpatos pe ta
CV2/CRMP5 avuompata va avixvelovtal otnv nAgio-
vOTNTa Twv NepINtwoswy [56, 57]. H oxéon avapeoa
otnv napaveonAaopatkh napeykepanidikn ekpu-
Aion kal 1o Aéupwpa Hodgkin kataypdgnke apxi-
k& ™ 6ekaetia ‘50 kar ‘60 [58]. MAéov eival yvwotd
Ou apiyés napeykeanidikd olvdpopo supavicetal
otn ouvtpinukh nAgioyngia o aoBeveis pe Hodgkin
Aépwpa, Kupiws Gvipes, cuvdéetal pe ta anti-Tr
(DNER) avuomuata Kal nponyeital s didyvwaons otny
nAgiovotnta twv nepintwoswy [59, 60]. EAdxiotes
NEPINTWOEIS Kataypapnkav oE oxéon Ye non-Hodgkin
Népewpa [61]. Exel neplypagei nepintwaon npoodsut-
khs eykepanopueniudas pe duokapyia kar yudkAovo
(Paraneoplastic Encephalomyelitis with Rigidity and
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Myoclonus, PERM) pe napouoia anti-GlyR avuowpd-
twv oav Npwtn ekdnAwon Hodgkin Aeppdpatos [62].
Mapaveoniaopatkd ouvdpopo SUoKAPNTwY KWV
(SLS) nou ouvbéovtal pe tnv napoucia anti-GlyR avu-
owpdtwyY éxel Neplypagei oe aoBevhn pe xpovia Aep-
pokuttaplkhn Neuxaipia [63]. OwoékAovos-pUdKAOVOS
XWPEIS TNV NAPOUsIia AVUVEUPWVIKDV aVICWHATWY
Kataypdenke oe Aiyes Nepintoels non-Hodgkin Aep-
Qpatos kal os évav aoBevh pe Hodgkin Aéppwpa
[56, 64, 65].

H Bepaneia pe avoookatactanukoUs-xnuelioBepa-
NEUTIKOUS NapAyoVvIESs Ous alpgatonoyIkés KakonhBeles
eival buvatov va ouvdebei pe nANBwpa veupoAoyIKmy
OUPNTWHATWY Kal ekdAAWON KIVNTKOV SIaTapaxwy.
Yndpxouv ondavies avapopEs xopeias [66,67] kal
nulatagias [66] os naidid nou énafav Bepaneia pe
evbopaxiaia xophynon pebotpeEdns yia ofeia Aep-
@oPnacukh Aeuxaiyia. Mapopoiws, N Jakpdxpovn
xpNon IVEPPEPOVNS-a OE XpOVIa Juenoyevh Aguxaidia
éxel ouvoeBei pe ekbhAwon xopeias [68]. Mapkiv-
ooviouoés éxel neplypagei ota niaioia Bepaneias pe
KukAoonopivn petd and petapodoxeucn pueol twv
ootV [69,70]. H xAwpapBoukdin éxel Ppebei 6T
ouvbEéetal Ye TNV eUPAvIoN PHUOKAOVOU avaoTpéyi-
pou pe tn diakonn s xophynoh s [71]. Katd v
gtetaon tns veuponoyikns tofikdtntas os Bepaneia
HE XIHaIpIKS avuyévo évav unodoxéa T-kuttdpwy o
argatonoyikés kakonBeies (CAR-T cells) kataypdpnke
petatU aNAwV tpépos oto 38% Twv NEPINTMOEWY.
MpoKeital KUpiws yia eviIoXupévo @ualonoyiké Tpod-
go, evi o€ évav acBevh Ndyw éviovou TpéuouU oTo
nPoOcwno Kal tn yAwmooa XPeIAoTNKE NAPEVIEPIKN
diatpoon. Enions, neplypdonke asterixis anAd kai
puokiovos. O 1popos Kal o yudkAovos htav cuxvd ta
NEWIPA oNpeia veutotogikdTNTas Petd v éyxuon [72].
‘Exel kataypa@ei nepintwon Pe CTOPATOPAPUYYIKA Kal
Aapuyyikh duotovia (onacpwdikn ducpwvia) [73].
To Blinatumomab (anti-CD19) pynopsi va npokané-
o€l Tpéuo, ataia kal Niydtepo pudkiovo [74] kal 1o
Imatinib (TKI) tpépo [75].

O1 veuponoyikés eninAokEs gival onuavukn aitia
Bvntdtntas oxeulOPeVNS PE TNV IETAUOOXEUCN apXE-
YOVWV alponointk@v kuttdpwy. H artofoyia nepifap-
Bavel pappakeutkn tofikétnta (n.x. to€ikdtnta and
avaotoneis ts kafoiveupivns (CNIs), kopTukoeIbh),
AolumeEels, aipoppayia, 1oxaipia, petaBonikd aiua,
ouvdpopo PRES, to€ikdétnta and tnv éyxuon kpuodi-
atNPNPEVOU POOXEUPATos kal dinBnon and tnv vooo.
T6o0o 10 KNX 600 Kal 1o nepipepikd VEUpIkO ouotnpa
pnopei va npooPAnBei. Ta cupntwpata nepinappa-
VOUV onacpous, eykepanondBeia, ecuakd veupo-
Aoyikd npoPnnuata kar NepIPepIkh veupondBeia.
Y€ aoBeveis nou éxouv unoPnnBel os petapdoxeuon
puedoU Twv 00TV Ota Anid veuponoyIkd cUpPNI®Uata
neplypdaeetal pdpos oto 27% twv acBevy, nou
eival napodikoés, avaoTpEWIpos kal eivar duvatdv va
ouvdéetal pe tn Anyn kukAoonopivns [76].
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Mapanpwteivaipiss

O1 napanpwrteivalpies €ival pia etepoyevns oudda
dlatapax@v nou xapaktnpidovial and anékkpion po-
voKAWVIKAS avoooo@alpivns and 1o JUEND TwV 0oTDV.
Eival to noAdandouv puénwpa, n Waldenstrom pa-
Kpoogalpivaipgia, n apguiogidwon elagpv afvuoe-
wv, 10 ouvdpopo POEMS (noduveupondBeia, opya-
vopeyania, evbokpivondBeia, NAacPaTtoKUTIapIKA
duokpaaoia kal deppaukés annolmoels) kal N kano-
nons povokNwvikh yappandBeia. O1 napanpwteives
eival avoocoo@aipives nou napdyovial o€ augnuevn
nooétwnta Néyw avapadou noffandaciacpou twy
B-Aepgpokuttdpwy N twv nAacpokuttdpwy. AUTES
ol HovokAwVIKES NPWTEives undpxouv aav Papeiés
anuoibes (IgG, 1gA, 1gG, kar Aiyétepo ouxvd IgD n
IgE) ka1 oav enappés aduaoides (kanna n Aduda) [77].
KAwvikés noAfanAaciaopds unopei va oupPei ota
nAaiola algatonoyikns kakonBelas. Mapanpwieives
Bpiokovtal otov opd oxeddv tou 1 % ToU yevikoU
nAnBuopou. Xe dropa peyanutepa twv 70 €10V T0
nocootd eBavel oto 5.3 kal ndvw and 10% oe ato-
pa peyanutepa twv 80 g1wv. Avapeoa ota Gtoua
UE KpUNtoyevh veupondBeia n enintwon s napa-
npwrteivaiyias givar 10%. Mapanpwrevaipia Kupiws
napatnpeital pe IgM yappandBeia (48%), petd IgG
(37%), kai IgA (15 %) [771].

Kivnukés Siatapaxés dev avapévovial Yevika ous po-
vokAwvikés yapuandBeies. Qotdoo, 1pdpos BEcews Kal
KIVNTKOS TPOH0S aveUpioketal ouxvd o€ cuvduaoud
Ue napanpwrteivaipikés veupondBbeies (IgM-MGUS,
anti-MAG) [77-80]. Mapaveoniaopatkn ata&ia éxel
avapepOei og nepinuoels aoBevav pe noAdaniolv
puénwpa [55,81]. H pyakpoopaipivaipia Walderstrom
pnopei ondvia va ekdnidvetal ye veuponoyiké ou-
untpata Adyw 61nBnons tou KNX and kakohBn
Aepgpokuttapa nou kadeital ‘Bing-Neel” ouvdpopo.
Yta nAaiola autd ynopsel va epgaviobei npoodeutikd
etenlooduevo napeykeanidikd ouvdpopo [82, 83].
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MNEPIZTATIKO
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pntopou, andBeia. Y1o oIKoyevelakd I0TOPIKG UNNpXxe
avapopd evos adep@ou Pe Napkivooviopd dyvwaotns
aruonoyias nou kat€An&e o nAikia 47 €twv.

H veuponoyikn e€étaon avédei€e unopipia Npoow-
Mou, UNopetpikés oakkadikés Kivhaels, duokonia otn
b1avoIEn Tou otéPaTos Kal TV Kivnon tns yAWwooas Kal
puolodoyikh katdnoon. H duokapyia htav eviovote-
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autépatn anwAela Icopponias 1diaitepa katd t otpo-
on. Aev napatnphBnke oUte avapépBnke Tpdpos N
annn akouoia kivnukdtnta. O1 Tevovues aviavakiAoels
Ntav ap@oteEPONAEUPa PEIWUEVES. AV UNNPXE YUTKA
atpoia oute deopidbmoels. H unénoinn veuponoyi-
kh e&€taon ntav guolonoyikn. O veupoyuxonoyikods
¢neyxos (Test of Nonverbal Intelligence-2, Dementia
Rating Scale, Wisconsin Card Sorting Test) avédei&e
Ania yvwaoukh diatapaxn.

MpoKeITal ENopévws yia pia nepintwon dtunou KAn-
POVOUIKOU NAPKIVOOVIOUOU PE YVWOUKA EKNTWON.
Yta niafola s aruodoyikhs diepetivnons kal ané
Tov gpyactnplakd éneyxo Bpébnke uynah uun CPK
(1340 U/L). To Amidaipkd npoin htav puoionoyiko.
Quolonoyikés htav enions ol tpés Cu, oepounonna-
opivns kai Brtapivns E. AievepynBnke HET kar HMI
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kal Atav gualodoyikd. H MRI eykepdnou avédeite
eNaepd 61dtaon 1ou KEPKOPOPOU NUPNVA AUPW PE
didtaon nAayiwv koididy. O yeveukos €Neyxos yia
vooo Huntington kar DRPLA Atav apvnukos.

H biaboxikn €Eétaon enixpioudtwy NepPIPePIKOU
aipatos avédeiEe >15% akavBokuttapa (Eikéva 1). H
wnonoinon tou avuyévou Kell anékieioe 1o paivétu-
no MclLeod kal ouvnydpnaoe unép s S1dyvwons tou
andou KUPIoU VOohatos Nou avAkel oto olvopopo
VEUPOOKAVBOKUTIAPWONS, TNS XOPEIS-VEUPOAKAV-
Bokuttdpwons. To 1b1aitepo palvopevonoyikd xapa-
KINPIOUKO OTO OTO OUYKEKPIUEVO MEPIOTATKO €ival
n Kupiapxn €iIKOGVA TOU NAPKIVOOVIKOU PE anouaia
anAwv KIVNTUK®V O1atapaxwv.
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Eikéva 1. Enixpioua nepipepikoU aipatos, énou Oi-
akpivovtal avdpueoa o€ gpuaolonoyikd epuBpd aiyo-
ogaipla kal akavBokuttapa
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KINHTIKEZ AIATAPAXEZX XE AOIMQAH NOZHMATA

. A. Tdyapns', I. MNepbios?

" Neuponoyos, AisuBuvins EXY, Neupodoyikn KAvikn TNA «I. [evvnuatds»
2 MaBonoyos, Aicubuvtns EXY, A’ MaBoAoyikn KAwvikn kai Movdba Eibikiv Noiudéewy TNA «I. levwnuatds»

MNepiAnyn

YKkonos tns napoUoas avaokénnons €ival N NePIypaen twv KIVNTIKWY S1aTapaxwy US OMoies Ynopei va ou-
vavtnoel o KAVIKOS yliatpds otnv nopeia pias Aoipwéns n oav anotédecua s npocBonns and évav Aolum-
on napdyovia. OAGKANPO 10 PACHA TWV KIVNTKDV SIOTapaxwy EXEl NEPIYPAPE, i€ YEPOVWPEVA EfTE, MIO
OUXvVd, oav PEPOS WIas YevIKOTEPNS eykepanikns duoneitoupyias. O AoIUmOEIS NAPAYOVIES MOU EVOXOMOI-
ouvtal nepiAapavouv veupotpdnous 1oUs, Baktipla, napdoita K.4a. H kAvikh eikéva unopei va ogeidetal
o€ aneuBeias NPoofonn KIVNTKMY NEPIOXmY Kal KUKAwPdtwy and v ¢isypovodn eCepyacia h va eival
anoténeopa kabuaotepnpévns avooonoyikhs diepyacias n onoia oxetidetal e tov Noiywdn napdyovia. H
diGyvwon ouxvd anaitel onpavukd Babud kAivikns unowias Kal ivar onpavukh kabws n éykaipn xoprnynon
s katdAnnAns Bepaneias pnopei va éxel onuavukn enintwon oto KAIVIKG anotéAsopa.

Né€eis eupetnpiou: Kivnukés Siatapaxés, NOINWEEIS, MAPKIVOOVIOUOS, KOPWVOids

MOVEMENT DISORDERS IN INFECTIOUS DISEASES

G. A. Tagaris', J. Perdios?

" Senior Consultant, Department of Neurology, Georgios Gennimatas General Hospital
2 Senior Consultant, 1st Department of Internal Medicine and Special Infections Unit, Georgios Gennimatas General Hospital

Abstract

The scope of the present review is to describe the movement disorders that a clinician may encounter
during the course or as a consequence of infectious diseases. The whole spectrum of movement disorders
has been described, either in isolation or, more commonly, as part of a broader brain dysfunction. Various
infectious agents have been implicated including neurotropic viruses, bacterial or parasitic infections etc.
The clinical picture may be the consequence of direct involvement of motor structures or networks by an
inflammatory process or a delayed immune-mediated response, triggered by the infectious agent. Proper
diagnosis sometimes requires a high degree of clinical suspicion and the timely administration of the ap-
propriate treatment may have a significant impact on the outcome.

Key words: movement disorders, Infections, parkinsonism, COVID-19

\F| NEYPOAOTIKH

H ocuoxéuon twv KIvnuKOv diatapaxwv pe Aol-
Hwdn voonhpata xpovonoyeital and tus apxés tou
19 aiva, 6tav o Bpetavds yiatpods Richard Bright
ouvédeae via npwtn gopd tnv 181aitepn KIVNTKA
diatapaxn (xopeia) tnv onoia eixe neplypdyer duo
alwves vwpitepa o Thomas Sydenham, pe pia ané
Us HEOUYES TNS €NOXNS, TOV PEUPATIKG NUPETO (1).
Y10 OeUtepO PIod Tou iBIou aimva, xdpn ous epyaci-
€s eniotnpévwy 6nws o Louis Pasteur kal o Robert
Koch edpaimBnke n «pikpoPiakh Bewpia» yia ta
Aoipdn voonpata, ektonidovias (Oxi xwpis paxn)

v Bewpia yia tov yoAucpévo aépa («piacua).
Ta endpeva xpovia, ol Kivnukes diatapaxés htav na-
pouaes o€ OAES TS eNIONIKES EKPNEEIS TOU EIKOOTOU
alcva, PE Mo xapakinpiotkn tnv ANBapyikh eykepa-
Aiuda tou Von Economo, pia véoo nou npooéPane
nepIoooteEPoUs and éva ekatoppuplo avBpmnous
petatu 1916 kai 1o 1925, aphvovtas niow s, avd-
peoa og 6oous enifiwoav, ekatoviddes xiNiddes aobe-
veis pe Papu napkivooviopd (2). H katdotaon auth
ovopdotnke peteyke@aniudikds napkivooviopds Kal
unhp&e apopun npofAnuatcuou yia 1o Katd néoov
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n 161onaBns véoos tou Parkinson pnopei va oxetidetal
aruonoyikd (kar) ge Aoipwoels napdyovtes. Kivntkés
biatapaxés éxoupe BePaiws aus oUyxpoves enodnpi-
€s 1ou AIDS kaBws kal ous diapopes eykepanitdes
(lanwvikn, AutkouU Neifou, Zika) evdy bev Ba npénel
va napaneiyoupe va cupnepiNdBoupe oty avago-
pd nabnaoeis 6nws n oueIAn, n pupatiwon tou KNX
Kal ta voohuata prion. TéAos, 161aitepn avapopd Ba
npénel va yivel otnv onpepivh navénpia COVID-19.

Mpooeyyidovias us KIVNTukEs S1aTapaxEs Nou OXeTi-
Covtal pe Aoiymdn voonhpuata, Ba npénel kat' apxhv va
oxonidooupe Kal va avadUooUE Ta OToIXeia ekeiva nou
o0bnyouv tnv okéyn o€ Aolp@dn artodoyia. ©a npé-
nel enions va eCeTAo0oUpE Tous NBavous Pnxaviopous
otous ornofous anodidovial ol KIVNTKES SIaTapaxés Ka-
BWs kal TS YeVIKES apxEs Ts BepaneuTtKNS NPOCEYYIOoNS.

MiAdvtas yia pnxaviopous, n Baacikh didkpion
NPENEl va Yivel avapeoa ous KIVNTKES SIaTapaxés
nou ival anotéAeopa apeons npoofonns (pneypo-
v, anootnuduad, KOKKIOWATA, KUOTEIS) TwV BacikmV
yayyiwv and tov Aoiywdn Napdyovia Kal O ekEVeS
nou ogeifovtal og kaBuatepnuévn npoofonn, pe tv
peoondpnon kanoiou avooodoyikoU pnxaviopou
6nws n xopeia tou Sydenham nou ava@£pBnke nio
navw. Avanoya pe tov EYNAEKOPEVO INXAVIOUO, N
onpelonoyia pnopei va eugaviotel ye o0 n unotu
1POMNo Kal va €ival acUPPETPN N cuppeTpIkA. H idla
n kAvikh onpelonoyia epgavilel 1diaitepn noikino-
popoia: Kabe gidous kivnukn diatapaxn pnopei va
ep@avioBei, ye tnv duotovia Kal tnv xopeloabétwan
va gival ol ouxvotepes. Mnopei wotdoo va eppaviodei
NapPKIVoovIouds, JuokAovos, TKS, NapoEUCUIKES Su-
okivnoies K.a. H 6idyvwon ouxvd anaitei onpavikd
BaBud kAvikhs unowias kKaBWs ta onpeia tns uno-
Keipevns AoipwEns dev eival ndvta egpavn. O yevikds
napakANTkés €neyxos (YeVIKES eEETAOEIS, ANEIKOVION,
VEUPOQUOIOAoYIKOS €Reyx0s, G€taon eykepanovwiai-
oU uypou) oxeddv navia Ba dwaoel naBodoyikd annd
un €101ké euphpata evd n didyvwon Ba yivel pe 101kEs
eCetdoels, katd nepintwon. TéAoS, N AVUPETDNIoN
KAT@ Kavova OTPEPETal TOOO KATd TNS CUPNTWHATO-
Aoyias 600 Kkal katd tou aruonoyikoU napdyovia,
Aolpgwbdous h avooonoyikou.

Y1V ouvéxela Ba ava@epBoUpe OE CUYKEKPIUEVES
KAIVIKES OVIOTNTES.

Xopeia tou Sydenham

Eival n ouxvotepn pop@n xopeias ota naidid. Oeei-
Aetal og Aoipwen and B-aipoAutkd oTPENTOKOKKO
opddas A kal eggaviCetal oto 25% twv aoBevav petd
anoé peupaukd nupetd. Mo ouxvh ota Kopitoia, ou-
vhBws eppavicetal oe nAikia 8-9 etdiv e NePICTOPAT-
KES UNEPKIVNOIES, TK, YEVIKEUEVES XOPEIAKES KIVAOEIS
(kanote aoUppetpes). Anodidetal o aUTOAVOOOUS
pnxaviopous, wotdoo Oev €xel NPoadIopIoTel CUYKE-
KQIJEVO autoavTiowa.
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Oepaneutkd, Xopnyeital avuPiwon yia 10 UNokei-
pevo voonua. Enions xopnyouvial KOpTKogION Kal
evbopAefia y-opaipivn. T€AOS, yia TtV CUPNTWA-
TUKN avUPETONIon ouvhBws xopnyeital Badnpoiké n
kKapPBapadenivn (3)

No6oos Whipple

Eival ondavia vooos (enimtwon 1:1ek.) Eypavicetal
otnv péon nAikia, ouxvotepa otous dvdpes. Ogeifetal
oto Bakthpio Tropheryma Whipplei (Gram <+> avae-
popio akuvoPaktnpibio). MpooPaniel tov BAevvoydvo
tou Aentou eviépou annd kar kaBe dpyavo. Exdn-
Awvetal ye didippoles, oteatdppola, unobpeyia (4).

Ano to KNI npog&dpxel n vonukn ékntwon. H ou-
XvOtEPN KIvNTUKA Slatapaxh gival n ungepnupnvikh
napdduon tou PAéupatos n onoia pnopef va ouvo-
bevetal and diatapaxés Icopponias Kal NapKIVoovioud
Kal va Npooopolddel e NpoodeUTKA UNEPMUPNVIKA
napdnuon. Ze éva 20% twv acBeviv epgavidetal
n xapaktnpioukn opBafpopacnthpla puopubyia:
Kivhcels olykAions pe tautdxpovn cuonacn paontn-
pwv pe ouxvdtnta 1 Hz. H napoucia tous Bewpeital
naBoyvwpovikn kal enBafnel v dueon xophynon
avuBlotkhs aywyns Xwpis va avapévetal 1o anoténe-
opa dnAwv eCetdoswv.

H &iayvwon yivetal pe Browia dwdekaddktunou
kal pe PCR gykepanovwuaiou uypou. Begpansutkd
xopnyouvtal avuBiotkd: Keptpia&dvn evbopiéfia
enf 2-4 eBdouddes kal otnv cuvéxela TpipeBonpiun-
YounpapeBo&aldnn and to otdua eni 1-2 xpdvia.

Qupatiwon tou KNX

O1 kivnukés diatapaxés Oev ival ondvies 1ooo oty
oupau®dn unviyyiuda (17%) 600 Kal oty nepintwon
nopoUcias GUUATWHATWY OTo eyKEPAAIKS NapEyxupa
(30%). Exouv avapepBei duatovia, xopeia, puoKNovos
Kal NapKIVOOVIOPOS. LUXVOTEPA WOoTdOO0 EUPavile-
tal 1popos. Anodibovial o€ HEUTEPOYEVEIS ayYEIOKES
BAdRes eite otnv XxwpoKataktntkh dpdon twv Qu-
datwpdtwy ota Baoikd yayynia. H didyvwon yivetal
ue avadhtnon ogedvioxwy BakinAwyv oto ENY 1 pe
Beuxn PCR yia M. Tuberculosis. ©gpaneutkd xopn-
YEtal avuQuuatkn aywyn padi pe KOPukoeidn (4).

Neupoou@ifin

O1 kivnukés diatapaxés oty ouPiin tou KNX dev
eival ouxvés. Qotdoo n vooos Sikalonoyei anéiuta
Tov Titdo tou «peydnou unokpIth» Kabs punopei va
epavioBei oav pAoiofacikd ouvEPoUOo e AoUPUETPN
Bpadukivnaia kal gudkAovo, oav yevIKEUPEVN XopEia,
nuixopeia, napkivooviopoés, ata&ia. Exel nepiypdoel
enfons kAIVIKN €IKOVA NOU avuotoIxel o€ NPOOOEUTIKA
unepnupnvikh napdduocn (2, 4). H kAivikn unoyia
pnopei va pnel anod v eikéva ioxaipias n eAsypovns
otov peogyképano kal ta Baoikd yayynia evd n did-
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yvwon unaiver anoé tnv avelpeon oto eykepanovwuadio
uypo6 avtiowpdtwy évavt tou Treponema Pallidum pe
v pn 181kh e€étaon ouykonAntukoavtidpaon VDRL
Kal PE Us €18IKES yId TO TPENdVNUA 0poavudpAcels
onws n FTA kal dAnes. Bepaneia ekAoyns napapével
n MevikiAdivn G.

AIDS

©a avapépoupe tnv Noipwén and HIV xwpiotd and
us anfes 1oyeveis NoIpMEEIS AdYw s peydnns ouxvdtn-
tas andd kal s 181aitepns KAIVIKAS EIKOVAS. ZUPGWVa
pe ta otoixeia tou EOAY, otnv xwpd pas undpxouv
neploocodtepol and 15 xiniades avBpwnol pe tov 16 Tou
AIDS v n ethola enintwon ival 4,4 avé 100 xifiddes
nANBuopoU. e naykdopio eninedo undpxouv nepinou
38 ekatoppUpla AvBpwnol Nou vooouv n gival Gpopeis
ToU 10U. H ouxvotnta eupavions KAIVIKG onPavikov
KIVNTUK@V diatapaxwv otous aobeveis pe HIV givar ne-
pinou 3%, wotdoo, pakpoxpdvia napakodouBnaon
twv aoBevav autwv Seixvel éu 10 50% Ba epgavioel
Kanola ouyun tpopo, nuixopeia-nuiBadniopd n dines
KIVNTKES OIaTApaxés dnws napkivoovioud h olvopopo
avhouxwv nodiwv (7). Mo ondvia pnopei va douue
duotovia, xopeia, puokAovo, TKS, NAPOEUOHIKES SUOKI-
vnoies. And us kivntkés S1atapaxés mou avagéponkay,
OUXVOTEPES €ival 0 TPOPOS Kal N nuixopeia-npiBadfl-
opos. Eibikd otous aoBeveis pe dvola, n ouxvotntd Tou
popou eBavel 10 44%. Katd kavéva napatnpeital
1popos Beosws, xwpis va anokAeietal Tpdpos NPeWias
N Kal 1pdpos epuBpoU Nuphva. Le O €xel va KAVEl UE
NV NUIXOPEIQ, O KAMOIES NEPINTWOEIS UNOPEI va gival
10 NPWTO cuuntwpa s Aofpwéns and HIV (2). As
onpelwBel 6u ol aoBevels autol Katd Kavova eppavi-
Couv kal annes ekdnAwoels and 1o veupikd oUCTNHA:
‘Avola, emAnnukes kpioeis, puedondBeia, nepipepikh
veupondaBeia. Ténos, o nepintwon NpdoPaAtns -
@Avions KIVNTK®Y O1atapaxwy, €I0IKE aCUPLETPWY,
npénel Navia va anokAeloBei n eukaiplakh Aoipwén
(to€onAdopwon, Npoodeutikh NOAUECTAKA EYKEPQ-
AondBeia, pupatiwon tou KNX k.An.).

Annes 10yeveis AolpwEels

MoikiAes KIVNTIKES SIATAPAXES UMOPET va ePPavi-
oBouv petd and loyeveis Aolp@Eers. KAvikn unowia
unaivel 6tav n eppavion eivar o&gia n unoteia, 6tav
undpxouv dnna onpeia eykepanondBeias n cupntw-
gata ouotnpatkhs npooPBoins and Aolgwdn na-
pdayovta Aoipwéns. O unxaviopds Unopei va ival
aneuBeias npooPoni twv Bacik®y yayydiwv anoé tov
10 eV O€ KAMOIES MEPINTWOEIS EVOXOMOIoUvTal aUTo-
dvoool ynxaviopoi (9). O mo kdtw nivakas avagépel
US ouvNBEaTePES and aUTES.

v nepintwon tou anfou épnnta, aiel va on-
pelwBei 6u xopeioaBetwon pnopei va eppavicBei oav
onpeio unotponns, Pe N xwpis aneikévion BAGRNs ota
Baoika yéyyAia (10). Ma tov 16 s IAapds Ba npénel va

avapepBei 1o (ondvio petd v kabiépwaon tou eufo-
Alaouou) evdexdpevo s unoteias okANPUVTIKNS Na-
veykepaniudas (Subacute Sclerosing Panencephalitis,
SSPE) n onoia cuvhBws epgavidetar otnv epnPikn
nAikia ye Glatapaxés ocupnepPIPpopPds, ApKeTd xpodvia
LETE NV apxikh Aofpwén. Mnopel wotdoo va eppavi-
OTel Kal o€ véous evhnikes ue diatapaxhn otnv épaon,
puokAovo kal napkivooviopd (11).

Ténos, a€la 161aitepou oxoniaopou gival n eUea-
vion napkivooviopou petd and Aoipwén, 1diaitepa
ano RNA 10Us onws o 16s tou AutkoU Neifdou kal
s lanwvikhs Eykepanitdas (12), evd avtioTtoIxes
NApatNPACEIS €XOUV YiVEl Kal yIa Tous 10US NS ypinns
(13). Zto ¢thtnpa auto, éxel evbiagépov n dnoyn ot
N a-cuvoukdgivn, N onoia anoteei KEVIPIKO OTOIXEIO
otnv naBoyéveia tns vooou tou Parkinson, epniéketal
otwnv npootacia tou KNX and veupotpdnous 10Us Kal
o nodfanAaciacpéds s, otV NePINTWon 10yevous
npooPonns tou KNX punopsf va obnynoel og avmpa-
An avadindwon kal cucowpeuon. To katd Néco o
pnxaviopds autds epnnéketal otny naboyévela s
1610naBous véoou tou Parkinson, anotedsi Béua ev-
dlapépoucas culhtnons NoU QEPVel otnv eNIPAVEID
v nafaig «ioyevh Bewpia» s vooou.

Noipwéels ané pukntes-npwtélwa

‘HéN éxoupe avapepBbei otnv tofonAdopwon n
onoia cuvavtdtal oxedov anokAeIoTKE o€ avooo-
kataotanuévous. H kAvikh onpelonoyia e€aptdtal
and v 6éon s BAARNs. Huixopeia, nuiBanfiouos,
eotiakn duaotovia gival ol cuxvOTEPES EkONAWOEIS, XW-
pis va anokAgietal n eupAavion YEVIKEUUEVNS XOPE(as,
Mapkivooviouou, duatovias otnv Nepintwon ap@oTe-
poénneupwv BRaBwv ota Bacikd yayynia. Oepansutikd
xopnyeital ouvduaouds counpadiadivns pe nupipeba-
ivn, pe ouvodeia uanivikou ofos, wotdoo ouxvd
10 CUPNTOPATA ENIPEVOUV NApd TNV UNOXWPENON TNS
Aofuwéns. Ztnv Nepintwon auth xopnyeital cUPNTW-
patukh Bepaneia: Avuvionapivepyikn o npIXopeia,
VIOMNAUIVEPYIKA g NapkIvooviopo, affavukh to&ivn
o€ duotovia. Avtiotoixn onpelofoyia napouciade-
al Kal getd and puknuaoikés PAGLes, 161aitepa and
KPUMNTOKOKKO, O 0Moios enions eival cuvnBiopévos ot
avoookatactanpévous aoBeveis (4).

Mapaoitwosis

H ouxvotepn napaoitukn Aofywén eival and kuoTti-
KEPKO 0 onofos eival evonpikds otnv Acfa, v Ava-
toAikh Eupmnn kal tnv Notua Apepikn. MNapono nou
NapaoItkés KUOTEIS avixveUovtal ota Baacikd yayynia
o€ Noooatd 25%, Kivnukes diatapaxés Sianiotmvovial
povo oto 3.5%. H kAivikh onpugiodoyia, otav euga-
viletal, avuotoixei og xopeia, yudkAovo, nuicnacuo
NPOCWNOU EVMD €XOUV NEPIYPAPEI NEPINTWOEIS NAP-
KIvooviopoU. ©gpaneutikd xopnyeital avuedpivBikn
aywyh pe afPevdalonn n npalikouaviénn (14).
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MNivakas 1. Kivnukés dlatapaxés and loyeveis Nolgweels (4, 5, 6)

Epstein Barr
Kuttapopeyanoiods
‘Epnns Zwothp

Oikoyévela Eibos Kivhukn Siatapaxn
DNA
Epnntoioi Annos Epnns Xopeia, ABéwwon, Tiks, MapKivooviouds

Xopeia, OyokAovos-pudkAovos, Mapkivooviouds
Xopeia, Mapkivooviopos
Mudkndovos, Huixopeia, Ata&ia, Mapkivooviopds

RNA

l6s AutukoU Neiflou
lanwvikh Eykepaniuda

®AaBoiof

|6s Adyyelou nupetou

Oyodkniovos-pudkiovos, Mapkivooviopds
MNapkivooviopos, Xopeia, Auctovia
Evkepaniuda and kpdtwves | Xopeia, Tpouos

Auotovia, MNapkivooviopods

165 Zika Aucrtovia, MNMapkivooviouos

Mapaputoioi |16s IRapds

Mudknovos, Xopeia, Mapkivooviouds

Mikopvaioi Coxsackie MNapkivooviopos
Echo Mapkivooviouos
Moniopuenitdas Mapkivooviouos
OpBopuéoioi |16s ypinns Xopeia, Mapkivooviouos
Borna ioi |6s vooou Borna MNapkivooviopos
Toga I0i |6s EpuBpds Xopeia
Petpoioi HIV Huixopeia/nuiBandiopds, Mapkivooviouds, Tpduos (ondvia, ductovia,

Mudknovos, OyodkAovos, Mapofuopikés duoKIvNoies)

Noonpata Prion

Mapd 1o 6u bev opeinovial oe Aoiuddn napdyova,
ol «npaiovondBeies» ouvhBws etetalovtal pad ye us
AolpwEers, Adyw tns petadotkdtntas ous. H aita,
énws eivarl yvwoto, eivar gia nabonoyikd avadindw-
Hévn 100Pop®h NS NpwTeivns prion, pias uaiono-
yIKAs Npwteivns nou anavtdtal oty PepPfpdvn twv
VEUPIKDOV Kuttdpwv (aAnd kal twv Kuttdpwy ToU avo-
oonoinukou). H naBofoyikh pop@h ts npwieivns nu-
podotei éva gidos «aducidwths aviidbpaons» katd tnv
onoia pualofoyikés NPWIEIVES prion PETATPENOVIAI OE
naBonoyikés, pe anotéeopa v ekBeTKN au&non Kal
OUCOWPEUON TWV NPWTEIVMV aut®V Kal Tefikd tov 8d-
Vato Tou KuTttdpou. H nio yvwoth vooos gival n Xnoy-
ybns EykepanondBeia (vooos Creutzfeldt-Jacob). Xe
authv diakpivoupe tnv kAaaoikn onopadikh popen, n
onoia epgaviletal oav taxéws eEefioodpevn dvola Kal
avunpoownelel 10 85% twv Kpouopuatwy. Alyotepo
OUXVES €ival n oikoyevhs popen (10%), n 1atpoyevhs
(and petdyyion aipatos n petapydoxeuon, ouvhbws
kepatoelbous) kal n napafifayn (variant) n onoia
oxetiCetal pe tnv onoyywon eykepanondBeia twv foo-
€106V («vdoos twv tpefdv ayenddwy»). Ektés and v
Creutzgfeldt-Jacob, ota voohuata prion avAkouv n
vooos Gerstmann-Straussler, kinpovopikh vooos nou
ekdbnnvetar pe ataia kar ducapbpia, kaBws kai n Ol
koyevns Bavatngdpa AUnvia (Fatal Familiar Insomnia)
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O1 kivnuikés O1atapaxés ival apKeTd oUxXvESs oTa Vo-
onpata autd (15). MIAWVTas yia tnv cUXvOTEPN oro-
padikh poppn tns Creutzfeldt-Jacob, nio npwiua
ep@avicetal o pudkAovos, wotdoo oty Nopeia s
vOOOU oUXvOTEPN Kivntikn Slatapaxn gival n ata&ia.
EninpooBeta, pia osipd and Kivnukés diatapaxés (bu-
otovia, NapKIivooviopos, XopEid, 1pdpos) UnopEi va
EUPavIoBoUV Péoa OTous ENOUEVOUS PNVES.

CoVvID-19

Apnhoape tedeutaia v navdnpia s enoxns. Me
neplocodtepa and 130 ekatopuupia kpoUuouata Kal
oxedov 3 ekatoppUpia Bavatous NAyKOoHIws PEXP!
ouyuns (apxés Anpidiou 2021) kar ye nopeia nou Sei-
xvel 6u niBavétata Ba Eenepdoel ta 200 ekatoppuplia
kpouopuata, n COVID-19 gival auth th ouyph n Kopu-
Qaia og ouxvétnta Nolpmdns vooos. Eival enions oa-
@€s 6T 0 SARS-CoV-2 gupavitel caph VEUPOTPONIOUO,
Je apketd ouxvhn npofonn Tou VEUPIKOU CUCTAPATOS
(eykepanondBela, ayyelakd oupBatd, pReypovmdels
naBNoels Tou KEVIPIKOU Kal ToU NEPIPEPIKOU VEUPI-
KoU ouothuatos). Autd anobdidetal o€ peydno Babud
oto0 6T 0 UNodoxéas Tou PetatpentukoU evlUpou s
ayyelotevoivns Il (ACE-2) o onoios anotensi Bacikd
onpeio olvdeons tou 10U PE ta KUTtapa, Bpioketal os
apBovia og SIAPOPES NEPIOXES TOU VEUPIKOU CUCTA-
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Hatos, cupnePINaPBavopévwy Twv VIONAPIVEQYIKWDV
veupwvwy. Qotdoo, PEXPI ChEPA, O avaPopEs yia
KIVNTIKES DIaTapaxEs ival apketd neploplopéves. Katd
KUplo AGYo éxouv avapepBei nepiotatké pudknovou
He N xwpis oyokAovo, ata&ias kar 1pépou (17) evid
UNGPXOUV NEPIOPICUEVES AVAPOPES Yia aoDeveis nou
ep@dvioav napkivooviopo (18, 19).

Yndpxel wotdoo apketds npofAnpatopds via
evOEXOUEVES HAKPOXPOVIES ENINAOKES, KUpiws o€
Ou éxel va kdvel ye napkivooviopd (20). Kat' ap-
x@s n ouvdeon pe tov unodoxéa ACE-2 qaivetal 6t
Katapyel évav Bacikd pnxaviopo yia v katanoné-
gnon tns eAgyUOoVAS, YEYovos nou niBavov KAVEl
TOUS VIONAPIVEPYIKOUS VEUPMVES euaioBntous o€
xpovies BAanukés enidpdaocels (21). Zta nAaioia autd,
oulnteital 1o evdexduevo evepyonoinons and tnv
AoipwEn tns diadikacias naBoAoyikhs cucowpeUons
NS a-ouvoUKAEgivns. 11aitepa evbiapépouaoa gival n
unéBeon nou npoavaeépBnke, 6U N a-cuUVoUKAEivn
anotensi p€Pos tns PUOIKNS APUVAS anévavl ous
Iwoels kal au&avetal o NolpEels tou KNX ané RNA
10Us. ZUppwva pe tnv undéBeon auth, n pakpdxpovn
au&non og nepintwon Napatetapévns pAgyPovAs ni-
Bavov obnyei otnv dnuioupyia cucowpatwPdtwy, T
onoia evepyonololv tnv ekpuiiotkn diadikaacia, pe
telikd anotéleopa tov B&vato twv VIONAIVEPYIKDV
veupwvwy (12). Ztnv kateuBuvon auth, npdobeto
npoPAnuatiopyd npokadsi n Nnapathpnon s ou-
xvhs (80%) ep@avions avoopias otnv didpkeia s
Aofpwéns and tov SARS-CoV2. Mapd to éu n diata-
paxn s doppnaons Qaivetal 6u opeinetal oe BAAPn
UNOCTNPIKTK®MY KUTIIPWV ToU 00peNnTKoU enBniiou
Kal OXI 00PPNTKWOY VEUPDVWY (21), N avixveuon
ToU 10U otov ooppnukd BoARd unodnivel éu n
oo@pnukh 066s anotenei Suvnukd onpeio el066ou
TOU 10U OT0 KEVTPIKO VEUPIKO cUotnpua (22). H napa-
thpnon auth NpokKanel avanoPEeUKTOUs CUVEIPUOUS
pe tnv naBonoyikh diepyacia nou odnyei otnv vdoo
tou Parkinson. H pakpdxpovn napakofouBnon twv
acBevv nou éxouv voohaoel and COVID-19 Ba bw-
OEl ONAVTINCEIS OXEUKA JE TO KATd NOCO N CUYKEKPI-
pévn avnouxia sival Baciun.

OndokAnp@vovTas o KEPANaIo Twv KIVNTKWY OI-
atapaxwv o Aolpodn voonpata, Ba enionpdvoupe
yid pia akéun @opd éu n didyvwon anaitel peyano
BaBud kAivikns unoyias, kaBws ta onpeia s Aoidw-
&ns unopei va pnv ival eypavn. MNpénel va éxoupe
oto puandé pas 6t ol AolpmEels anotefolv duvnukd
Bepanedoipes kataotdoels Kal Ou gykaipn didyvwon
anoteel ouxvd tov kaBoplotkd Napdyovia yid thv
anotedsopaukn Bepaneia.
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44 REVIEW ARTICLE ANAXKOIMHZH

Ol KINHTIKEZ AIATAPAXEZ AYTOANOZHZX AITIOAOTIAZ

Xdpns Afeéénounos’, KAgdvOn Xnavdkn?

" Movdba Neupoavoooroyias, Epyactipio lNaBoAoyikns @uaionoyias, latpiki 2xoAn, EBviké kai Kanobiotpiakd Maveniotipio ABnvav
2 Neuponoyikn Kk MATNH, latpikn XxoAn Maverotnyuiou Kpntns

MNepiAnyn

O1 Kivnukés diatapaxés epgavidovial katd kavéva oto nAaiolo, aviatwyv cuvhBws, VEUPOEKPUAICTIKDY Voon-
pdtwv yia ta onofa undpxel yévo cupntwuatkn Bepaneia. Oxi ondvia Ouws, KIVNTKES OIATApaXxXES Ynopouv
Va EUQAVIOTOUV WS YEPOS TOU PAIVOTUMOU aUTOAvoowY voohudtwy. MAnBpa Kivnuk®y d1atapaxwyv €xouv
neplypagei oe aoBeveis pe autodvoaoes eykepaniudes N eykepanondbeies and avuompata évavt evOoKUT-
TAPIKWV aviyovwy N avuydvwv enipaveias anid kal o€ acBeveis pe cuotnpatkd autodvooa voonpata Kal
PEUPATONAOEIES. TUYKEKPIUEVES OUOXETIOEIS €IOIKMY NABOYEVEUKMY AUTOAVICWHATWY A autodvoowy na-
Bhoswv Pe KIVNTIKES ekONAWOEIS €xouv TAUTONoINBEl Kal N avayv@pion tous eival 181aitepa xpholun oto
va kaBobnynaoel t d1apopodIayvwaotikh oKEWPN. LUS NEPINTWOEIS TWV KIVNTIKWY S1atapaxdy Pe autodvoon
Bdon, n kKivnukn gaivopevonoyia eppaviel ouxvd atunies n.x. uno€eia eiofonn, NnoAuEcTAKOTNTA Kal KUPAI-
vopevn nopeia. Mpokaneital and pia avooonoyikd diapeconaBoupevn gplsypovh h duonetoupyia tou KNI
nou anaitei eviedws dlapopetikh Bepaneia (avoooBepansia) and auth twv VEUPOEKPUAICTKWDY VOONUAETWY.
H éykaipn avayvapion twv KIVvNTKOV S1atapaxdy autodvoons aitodoyias gival onpavukn kabws n npwipn
AVUUETMNION TOUS éxel tn duvatdtnta va odnynael otnv iacn Kal oty ano@uyn poviuns avannpias Kal pa-
KpOXPOVIWV avanoteNeoPATIKWY Bepaneiy.

Né€eis eupetnpiou: Kivnukés S1aTapaxés, auToavoaia, autoavuompatd, ykepaniuda, peupatondBeies

AUTOIMMUNE MOVEMENT DISORDERS

Haris Alexopoulos', Cleanthe Spanaki?

" Neuroimmunology Unit, Department of Pathophysiology, Faculty of Medicine, National and Kapodistrian University of Athens, Athens,
Greece
2 Department of Neurology, School of Medicine, University of Crete, Greece

Abstract

Movement Disorders are commonly considered as incurable, progressive neurodegenerative diseases. How-
ever, movement disorders can occasionally develop in patients with autoimmune encephalopathies or in
the context of systemic autoimmune diseases. In such patients, the underlying mechanism involves an
aberrant immune response to neural self-antigens. The neurological manifestations can be atypical, some-
times multifocal, subacute in onset and may have a fluctuating course. The antibody specificity may predict
the movement disorder phenotype, etiology and response to immunotherapy. In this article, we review
autoimmune-mediated movement disorders and discuss their phenomenology, diagnosis, and treatment.

Key words: movement disorders, autoimmunity, autoantibodies, encephalitis, rheumatic diseases

1. O1 Kivnukés Siatapaxés ota niaiola auto- ouoXxeti{ovtal e TNV NOPOUsia aUTOaVUCWHATWY éva-
davoons gykepaniudas-eykeppanondBeias VT avTyOvwy Tou VEUpIKoU 1otou. Ta avuyéva autd
evtonidovtal gite oV ENIPAVEIQ TWV VEUPIKDV KUTIA-

O1 Kivnukés Siatapaxés sival pia pdAdov ouxvh  pwv (veupdvwy Kal yioias) eite evdokuTtapikd. L1o
ekdbnAwon oe noNNd veuponoyikd ouvdpopa nou  90-95% twv NEPINTWOEWY Ta AVUICWUATA évavu ev-
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dokuttapikwv avuyévwv unodnidvouv tnv napoucia
kakohBeias kar ovopdalovial kAaooikd napaveonna-
OpaTKA avuoWuata n.X. T avuomuata avti-Hu kal
avt-Yo. Ta avuompata évavu avuyovwy eniaveias,
yia ta onoia kar 8a culnthooupe avanutikd, Ynopel
enfons va ouoxetiovtal Pe kapkivo A dxI Kal yia autd
undpxel nANBWpPa KAVIKMY Kal NEIPAPatK®V anodei-
Eewv oU eival naBoyevetkd. Ta avuydva enipaveias
eivar kavania 16viwv h vepou (n.x. kavania AQP4)
unodoxeis s NAaopaukhs YepPpdavns (n.x. unodoxeis
NMDA). H aneuBeias npéodeon aviowpdtwy o€ autd
diatapdooel tnv Aertoupyia twv kavadidv/unodo-
XéWV PE anNotéNeopa TNV KUTtapikn duoneitoupyia.
Avdnoya pe To avticwpa Kal Tov 1pono npdcdeons
ToU, n 6pdon Tou Pnopei va ival avuoTpenth n.x. €dv
10 avtiowpa aAAdger tnv NnukvéTNTa twv UNodoXEwv
otV pePPpdavn 1 pnopei n 6pdon tou va npokanéael
povipes BAAREs, n.x. av 10 aviicwa KIVNTOMOIET TO
oupnAnpwpa kal endyer kuttapikéd Bavarto.

To @dopa twv KIVNTK®V dIatapaxwy HE autodvo-
00 un6éPabpo h kar diakpith autodvoon nabonoyia
nepifapPBavel kupiws duokivnaies, xopeia, duaotovies
kal atagies dnou kdanoles diatapaxés ouoxetidovial
Kupiws pe éva autoavtiowpa eva dAdes ye noAnanid
aUTOOVTIOMPATA. LNV OUVEXEla Ba nepypaYoupe
ouvonukd to k&Be diakpitd ouvdpopo-Oiatapaxh Ye
10 ouvodd avuompaTa évavu avuyovwy eNPaveias
ye avagopd otnv naboguaionoyia kal nws autn Ka-
Bodnyei tnv avocoBepansutikh Npocéyyion.

A. Xopeia ka1 Suokivnaies

H xopeia xapaktnpiletal and Bpaxeies, akavoviotes
Kal GOKOMES KIVACEIS NoU e anpdBAento t1pdno eupa-
viCovtal og Slapopeukd pépn tou owuatos (Edwards
et al, 2016). H xopeia pynopsi va €ival 1o KUpIo xa-
PAKINPICTKS €ite O YEVEUKES NABNOEIS N.X. vOOOS
Huntington &fte oe autodvooa oUvdpopa. AlakpItés
duaokivnaies, Nou Kupiws ennpeddouv 1o otdPa Kal ta
dKpa gival xapakinpIoukd ns eykepadiudas nou ou-
oxetiCetal pye ta NMDAR avuompata. Ta ouykekpipéva
avuowpata, npocdévouv tov otdxo tous otny NR2
urnopovada kal €xouv ws anoténeca NV E0WIEPIKO-
noinch Tou Kal tnv PEiwon s cuvanukhs NUKVOTNTaS
tou NMDAR otnv enigdveia s JePPPAvns tou KUt-
tépou (Titulaer et al, 2013). H NMDAR gykepaniuda
€xel Tunikés ekdbniwoels avénoya pe tnv nAikia. Ol
evnAikol aoBevels katd v evap&n s voéoou eppa-
viCouv KUpIws VEUPOWUXIATPIKES KAl CULMNEPIPOPIKES
biatapaxés evad ota naibid n eniAnyia kar n xopeia
npoe€dpxouv (Hacohen et al, 2014). Exel 161aitepo
evlagépov 1o yeyovds 6t NMDAR aviaywviotés dnws
N Ketapivn Ynopei va npokanéoouv Napopola KIVRTIKA
oupntwpatofoyia (xopeia, duokivnaies, duotovia,
otepeotunies) (Stamelou et al, 2012) anAd kai 1o yeyo-
vOs 0T évas NapopoIos Gaivotunos €xel napatnpnBef
Kal o€ aoBeveis pe petanniayés oto yovidio GRIN1T to
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onoio kwbdikonoiel tnv NR1 unopovada tou NMDAR
unodoxéa (Lemke et al, 2016).

Mépa and ta wnikd cupgntopata tins NMDAR
eykepaniudas, éva eninféov onuddi nou npéner va
Kivntonolhoel tov kAviké yiatpd va avalnthoel ta
NMDAR avuompata gival n npdtepn didyvwaon eprn-
ukns eykepaniudas. H epnnukn eykepaniuda pnopei
va NupodOoTNCEl avoaoia évavtl VEUPWVIKDY aviyd-
vav. O1 kaAd avayvwplopéves xopelaikés, Balfioukés
Kal aBetwolkés unotponés nou cuxva akofouBouv
v epnnukh eykepaniuda evids 1-6 eBoouddwv, o
noAfés nepintwoels éxouv anodoBei otnv napouaia
Kal 6pdon twv NMDAR avuowudtwy (Armangue et
al, 2014, Alexopoulos et al, 2018). EninAéov twv
nepintwoswv pe napoucia NMDAR avuowpdtwy, n
xopeia éxel napatnpnOei kal o€ anokAelotkd naidia-
TpIKOUS aoBevels pe avuiowuata évavt tou unodoxéa
DR2 eite og 1610nabn nepIoTtatkd €ite o€ NePICTATKA
petd and epnnukh eykepaniuda (Dale et al, 2012). O
akpIPns naboyevetkds pnxaviopos dpdons twv DR2
avuowpdtwy dev gival yvwotos.

B. Auoctovia

H 6uotovia (napatetapéves N SIaKOMTOUEVES HU-
ikés ouondoels nou npokanoUv a@UOIKES KIVACEIS
N otdoEls 0WPATos) ENfons Unopei va eival oto Qa-
Opa Twv cupntwpdtwy noAfwv cuvdpduwy, nou
nepiNauPdvouy Kal autodvood voonpdtwy (Edwards
et al, 2016). Yndpxouv nepIopICUEVES avaPopEs O
naidid kal veapous evhnikes ye NMDAR avuompa-
10 Nou eu@dvicav NUIduotovia Kal KPAvIo-aUXEVIKN
duotovia (Rubio-Agusti e tal, 2011, Mohammad et
al, 2014). Enions éxouv Neplypagei kal NEPIOTATKA
duatovias tns kaww yvabou &iknv «kNEIBHOPATOS ToU
oayovioU» (jaw closing dystonia, naBoyvwpovikh o
napaveonfaopatkh eykepaniuda tou oteNéxous) o
a0Beveis Tou PAoPAToS ToU cuvOPdHoU BUCKAUNTOU
atopou (Stiff person spectrum) pe ouvodé napouaia
avuowpdtwy évavu twv unodoxéwv yAukivns (Doppler
etal, 2016).

. Muoékndovos

O puodkdovos cuxva anotenel XapakNEIoTUKo
oUpuntwpa NoAAMVY Kal SIapOPEUKMY UMNOKEIPEVWV
diepyaoiwv kai eyeipel éva eupy edopa niBavav dia-
yvoewy, cupnepifapBavopévwy petaBonikmv (m.x.
VEQPIKN aveNApPKEIa), ToEIKWV (N.x. dnAntnpiacn and
poAuBdo) kal Aoipwdav nabBodoyiwy. O pudkAovos
gival xapakinpiotkod elpnua o€ aoBevels Pe eyKEPQ-
Aiuda pe DPPX avuowpata, oI onoiol ouxva €xouv
npoédpopn kai napatetapévn didppola pe ouvodd
anwAela Pdpous kal dnda onpueia duocautovopias
(Bonorat et al, 2013). Akéua cuxvotepa o pudkAovos
éxel avapepBei ous eykepaniudes pe LGIT kar CASPR2
avuompata (Geschwind et al, 2008). AAAd onpeia
nou pas obnyouv oe didyvwon LGI1 eykepaniudas
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gival ol emNIANMTKES KPIoEIs, KUpiws ol NeyduEVES NPo-
ownoPpaxidvies-OUTTOVIKES Kpioels, N enelcodiakn
Bpabukapbia kar n unovatpiaipia (Naasan et al,
2014). O npoetdpxwv pudkAovos ota kKatw akpa,
nou ennpeddel tnv otdon kai tnv Badion eivar évas
@avotunos nou cuoxetiCetal kupiws pe ta CASPR2
avuowuata (Govert et al, 2016). Autoi o1 aoBeveis
Atav Kupiws PeonAIKes N Kal ynpaldtepol vopes pe
ouvob6 veuponaBnuké NGVO Kal JUOKUWIES MOU OPWS
anokpiBnkav kand oe avoooBepansia.

O pudkAovos eival enions €va KUPIO xapaktnPIoTKO
otnv npoodeutkn eykepafopueAiuda pe akapyia kal
puodkAovo (PERM) nou cuoxetiCetal Ye avuompata
évavtl tou unodoxéa yAukivns kal oto cUvOPopo owod-
kAovou-pudKknovou. Y10 OeUTEPO, €XOUV MEPIYPAPE]
nondanAd autoavuowpata addd xwpis kavéva va
eival e161k6. Mnopei enions va ouviotd napaveonia-
opatkn ekdnAwaon Kupiws oxeuldpevn pe Kapkivo tou
nveupova Kal tou pactou (Armangue et al, 2016).
Yta naidid, 1o cuvopouo owdkAoVoU-HUOKAOVOU EXEl
OUOXeUOTel pe veupoPndotwpa kal nikd epgpavidetal
otnv NpWTN TpIEtia s {whs.

A. NMapo&uopikés Suokivnoies

Or1 wnikés napo€uopikés duaokivnaoies eival pia
opdada ondaviwy, AUTOCWHIKMY Kal ENIKPATOV KAN-
POVOUIKWV O1aTapaxwy Ye oUVIOPa Kal aUuTonEPIO-
pICbpeva eneioddia akouoiwy Kivhoewy (Edwards et
al, 2016). Xta nAaicla s autoavoaoias, N oUXVOTERA
epeaviféuevn Slatapaxn €ival ol NPocwnoPpaxiovies
duotovikés emiAnnukés kpioels (FBDS) pe péon nAikia
EUPAvions ta 66 i (Irani et al, 2011, 2013). O @ai-
vOTUNOS €ival NoNU XapakinPIoukos We Bpaxéa (<3s)
annd 161aitepa ouxvd (Ews Kal ApKETES eKATOVIAOES
EVIOS T0U 24mpou) eneloddia. Autd, énws Ael Kal
10 6VOpa Tous, eNnpedldouv To NPOoWNo, Td XépIa,
ta nédia N kar cuvduaoud autwy Kal cuvnBéotepa
eival povéndeupa, av kal n NAEUPd ToU OMEATOS Nou
ekdnidvel us kpioeis ynopel va evanAdooetal akdpa
kal otov {610 acBevn. Onws avapéPape Kal avwEpw
auth n kivnukh Slatapaxn cuoxetidetal pe ta LG
avuowpata. To FBDS poiadel va anavtd kadd otnv
avoooBepaneia kar éxel SiatunwOei n unéBeon 6T N
éykaipn Bepaneia npoAapBdver tnv avantugn nAnpous
OUPNTWHATKAS Petaixpiakns eykepaniudas Adyw twv
LGI1 avuowpdtwy (Irani et al, 2013).

E. Mapkivooviouos

H Bpadukivnaoia kal n duokapyia €ival unika xa-
PAKINPICTUKE s vooou Mépkivoov. Xnv 16ionabn
vooo Mdpkivoov, n cupntwuatonoyia ouvhBws éxel
povonneupn évapén Kal eJPévouca acUPPETpia,
nepiNapPdavel eviote 1POPO NPEWIAS Kal XapAKINPIi-
Cetal and noAu kanh éws eCalpEUKN anokpion otnv
L-DOPA. ¥tov Gtuno napkivooviopo, népa anod v
énoia opoldNTa N d1IaPoponoinon ot CUUNTWUATA

Exoupe Kal euwxh anokpion oty L-DOPA. Or arties
Tou dtunou napkivooviopou eival noAAés kar nepinap-
Bavouv ocuvnBws AANEes vEuPOoeKPUNICTIKES aoBéveles
6nws n Npoodsutikh unepnupnvikh napdiuon (PSP)
Kal n atpoia noAAanAdv cuctnpdtwy (MSA). Exouv
OPWS avapepBOel NePICTATKA e NApaveonAaoPaTKNS
apxns napkivoovioud pe ouvodd CRMP5, Ri kal Ma2
avuompata. Mapkivooviopds pnopsi enions va eugea-
viotel oto nAaicio autodvoowy eykepaniudwv. Exouv
neplypagei nepintwoels aoBevv pe LGIT, DPPX kal
GAD avuowpata nou édaBav apxikn didyvwon eite
vooou Parkinson, €ite PSP ite atpogias noAdaniwyv
ouotnudtwy (Pittock et al, 2006, Tobin et al, 2014,
Kurtis et al, 2015) afid teAikd o1 ekGNAWOEIS AUTES
gixav autodvoon aitonoyia.

IT. NapeykepaniSikh ataia

H autoavooia, eite napaveonfacuaukn &ite 161-
onaBns, eival pia onpavukn artia ata&ias énou n
nAikia, n NpoodeuTtKOTNTA NS vOOOU Kal Td CUVO-
0d onpeia kaBodnyouv tnv didyvwon. H cuxvote-
pn autodvoon ata&ia cuoxetietal pe ta avti-GAD
avuompata, 6nws Kal Ye 10 ouvdpouo duokauntou
atopou (Stiff person syndrome, SPS). To évlupo GAD
efval 1o kUpIo autoavuyévo kal otov Siafntn winou-1
(T1D). Xapnnof ttAor tns té&ews twv 20-200 1U/ml
ouoxetidovtal pe tov T1D, evd uynAof tns TaEews twv
2000-1000000 IU/ml pe a) Xuvbpopo duokapntou
atépou PB) MNapeykepanidikn atafia pe cupntpata
biatapaxns s Icopponias kal actdBeia oto Badioua
y) yetaixpiakh eykepaniuda pe cupnupata apvnaoias,
olyxuons, eMANNTKOV Kpiogwv kal 1atapaxmy ous
yvwolakés Aertoupyies, 6) autodvoon eniAnyia Kal €)
diatapaxés twv 0PBANPOKIVNTK®OV KIVACEWY Onws
opBanpikds vuotayuos (Alexopoulos and Dalakas,
2013). H avti-GAD atagia éxel cuvhBws Bpadeia kal
npoodeutikn e€€AIEN pe diakpitd napsykepanidikd
onpeia nou dpws unopei va eeAixtolv og oUvVOPOUO
duokapntou atdpou kal pe ouvodod kEBeto vuotay-
po. Xe nepINTMOEIS Nou n ata&ja éxel unoteia évap-
&n, Ye NpoobeuTKOTNTA EVIOs EROOUAdWY A pNVDV
ouvhBws eival éva ouvdpopo nNapaveonAacuatkAs
napeykepanidikns ekpuions Nou cuoxetidetal Pe ta
kAaolkd napaveonAacuatkd aviowuata n.x. avt-
Yo h avti-DNER. Evas cuvbuaopévos paivodtunos,
napeyke@anidikns ataias pe eykepadondbeia n/kal
duofeitoupyia tou oteféxous éxel enions Napatnpn-
B¢l kal pe noAnd dAfa autoavuowpata énws pe T
GABA,, CASPR2 kal GFAP (Becker et al, 2012, Jarius
et al, 2013, Flanagan et al, 2017).

Z. Luvbpopo Suckauntou atépou (SPS)
Kai unepeknAngia

To SPS €ival pia veuporoyikh acBéveia nou npo-
ofanner kupiws yuvaikes Kal ynopel va ival eite
16lonaBns €ite onavidtepa napaveonAaopatkn
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(Alexopoulos and Dalakas, 2013). Xapaktnpiletal
ano enmOUVOUs PuikoUs onacpous Kal SuoKapyia twv
KOpUIK®V puv. O1 yuikol onacpof gite npokUuntouv
auBdppnta ite pnopei va npokAnBouv anod eCwyevh
epebioparta, énws Eagvikoi BopuPol, KIVAGEIs h ou-
vaioBnuatukh odyxuon. 10 cUvOPopo autd, ol KIvn-
UKOI VEUPWVES €ival o pdon cuvexoUs OIéyepons UE
anotéNeocpa tnv ouvexh oUonacn OPICHEVWY PUTKDV
opadwv, Kupiws otov kopud pe anotéeopa nAéov s
KopuIkns duokauwias, ndvous, diatapaxn oto BadI-
OHa KOl OUXVES, EAQVIKES MTWOEIS oto €0a@os. To iblo
KAIvikd olvdpopo Pnopei enions va ouoxetetal Kal pe
avuompata évavu tou unodoxéa yAukivns. Luxvd to
ouvdpopo, diaylyvioketal AavBaopéva ws PYUXOYEVES
h napkivooviko. H napouaia wv aviowpdtwy, av Kal
bev éxel nANpws tekunpIwBei N naboyovikdtnta Tous,
gfval onpavtkoé otoixeio yia tny opBn didyvwon (Balint
et al, 2016). Ta avuompata évavu tou unodoxéa yau-
Kivns, dnws ava@épape kal napandvw, cuoxetdovial
Kal e 10 ouvdpopo npoodeutikns eykepaniudas pe
npoofonn tou oteféxous Kal akapyia, pudkAovo,
unepeknAngia (startlesyndrome) aAAd kal aioBnukd
kar ducautovopikd cupntdpata (Martinez-Hernandez
et al, 2016).

H. Tp6pos

O tpdpos opiletal oav pia pubuikn tandviwon
Aoyw evandAaocoduevns eveEPyonoinons aywviotmy
KOl avIaywvIoTwv uwv. O tpopos dev éxel napatn-
pnBei oav pepovwpévn ekdnwon pias autodvoons
Siatapaxns Adyw avuowpdtwy afid napdia autd
pnopei va gival pépos twv ekKONAWOEWY JIas eyKe-
@adondBeias oxeuldpevns LGIT, CASPR2, NMDAR
kal DPPX avuompata (Tan et al, 2008; Tobin et al,
2014). EminAéov, o 1pduos gival ouxvh ekdhAwon pn-
viyyoeykepanopueniudas pe ouvodd avti-GFAP avu-
oWpata Kal wnikn eikéva otny payvnukh (Flanagan
et al, 2017).

©. Alatapaxés Kivnons tou Unvou

H ouxvétepn kivnukh diatapaxh otov Unvo, n REM
Sleep Behaviour Disorder (RBD), €ivar n kivnukn 6i-
atapaxn nou ekdnAwvetal Ye dpon s avactonns
WV €KOUCIWV PUIKQOV KIVACEWVY Katd v ¢don Unvou
REM. H ouvnBéotepn exdniwon RBD anotedsl pia
np6dpopn ekdniwon napkivooviopou. O veupopu-
olonoyikés pnxaviopds dev gival EekdBapos anid
Qaivetal va nepinapBavel NUPNAVES Tou OTEAEXOUS Kal
us ouvbéoels Tous Pe tnv apuydann. H RBD éxel ne-
piypagei kai o LGIT eykepaniuda kal og ekpuiiou-
kh eykepanondBeia napouaia IgLON5 avuowpdtwy
(Sabater et al, 2014). H diatapaxn status dissociatus
(blatapaxn twv opiwv Petagy s eypnyopons, Tou
Unvou Bpaxéwv KUPdtwy kal tou Unvou REM pe ou-
vob06 kivnukh unepdiéyepon) kal n Siatapaxn agrypnia
excitata (aunvia, unepdiéyepon tou autdvopou Kal
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NS KIVNTKOTNTAS) €ival TUMIKES EkONAMOEIS TOU OUV-
dpodpou Morvan pe ouvodd CASPR2 kal onavidtepa
LGN avuompata. Z1o clvépopo Morvan, aAfn cuxvh
ekdNAwon gival kar n veupopuotovia, pia katdota-
on unepOIEYEPTIPOTNTAS TWV NEPIPEPIKDV KIVNTKDV
veUpwV.

Aiatapaxés kivnons kai éAgyxos
autoavtiowpdtwy

Onws avadei€ape napandvw éva eupl eaoua Ki-
VNTKOV O10Tapaxwy cuoXxetletal Ye éva eupU pdoua
autoavuowpdtwy pe naboyevetko n pun poéno. H ow-
oth d1dyvwon autwy twv cuvbpOPwY analtel kal Tov
0pB6 NpocdiopIoUd TWV AVTIOTOIXWY AVUCWHATWY.
Onws og 6Mes us nepINTOEIs, N KAIVIKA unoyia ival
0 0dnyo6s kal yia v opBh epyactnpiakn digpelivnon.
H apxikh unoyia pias oxeulduevns Pe avuompata
diatapaxns pnopei va npokuyel Ndyw pias ofeias h
uno€eias eC€MIENs, Adyw twv KAIVIKWY XapaKtnpIoT-
KV, €VOS OIKOYEVEIAKOU 1I0TOPIKOU autoavoaoias N,
otnv Nepintwon unoyias evos napaveonfaopatkou
ouvdpdpou, ABYW oIKoyEVEIaKoU I0TopIKoU veonnaoi-
as. Mepaitépw unoyies ynopouv va npokuyouv Adyw
evOeiEewv peydovns gite oty Jayvnukn eite oto ENY.
MoAnés kar diapopetkés dokiyaaoies xpnaigornolou-
vtal nAgov yia v avixveuon autoavuowpdtwy. MNa
ta avuyéva enigaveias n pébodos enidoyns sival n
avixveuon o€ KUTtapa nou ekppalouv otnv eNPAvela
TOUS 10 avuyévo o uwnin ouykévipwon (Cell-based
assay). Autés eival dokipaaoies upnihs euaioBnaoias kal
€161KOTNTAS Nou analtouv Opws eEeIBIKEUPEVO epya-
othpio. MNa ta avi-GAD avuomuata OUyKeKpIPEva, N
p€Bodos enidoyns ival n ELISA, evd yia ta kAaoikd
napaveoniaopatkd avuowpata (evdokutapikd avu-
yova) ouviotatal n avixveuon tous pe duo peboddous,
v pébodo Western Blot kai tnv péBobdo éupecou
avooopBopliopoU o€ 10td and eyképano puds n
enfpuos. H idia pébodos pnopei va xpnaolponolinBei
Kal O NePINTWOEIs ONou Napd tnv 1Ioxupn KAIVIKA
unoyia evos autodvooou veuponoyikoU cuvdpouou
Oev avixveUoupe kavéva and 1a yvwotd autoavtow-
HaTa. € QPKETES NEPINTWCEIS, TO NPOTUNO XPWONS,
pnopei va pas eniBeRaimoel tTnv Napouasia avu-veu-
PWVIKQOV AVICWHATWY EVaVT avuyovwy enipaveias
kal va kaBodnynoel tnv diayvwoukn anid kar v
Bepansutikn npocéyyion. TéNos, onpaacia éxel kal o
Blonoyikd uAikd oto onoio enIXeIPOULE TNV avixveuon
auToaVUoWUATWY, KaBMS yia kanola napampoupe
peyandutepn euaioBbnoia kal eidikétnta oto ENY (n.x.
avu-NMDAR avuowpata), v yia ¢ida n euaioBnaia
givar yeyanutepn otov opd (n.x. avu-AQP4 avuow-
pata) (Alexopoulos and Dalakas, 2019).

Oepaneutikés npooeyyioels

To napampoupevo eUPos avUOWHPATWY OUS KIVN-
TKES O1aTapaxés Kal ol oUoXetioels Pe tous andnne-
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nikaduntdpevous kAvikoUs alvotunous anotensf
0bnyo yia v Bepaneia. Inpavukn napduetpos eival
10 av 1o avuompata gival naBoyevetkd h andof PI-
0O€iKTES. Z€ YeVIKES Ypaupés ol aoBeveis Ye avuow-
pata évavu avuydvwy enigaveias anaviouv kand og
avoooBepaneies, anid autd dev navel va gival pia
Kupiws PneIpIKn napatpnon kabws Aginouv ol -
xalonoinpéves kAIvIkés dokipés (Graus et al, 2016).
‘Exel napamnpnBei 6u ol acBeveis pe LGIT avuompata
anavtoUv CaIPETKA OTa KOPTUKOOTEPOEION, eV OVO
ol piooi nepinou aoBeveis pe NMDAR eykepanituda
(xwpis ouvodd dyko) anaviouv kand o€ avocoBepa-
MEiES MPWINS YPAUPNS ONWS Td KOPTKOOTEPOEION, N
nAaopagaipeon kai n IVIg (Irani et al, 2013, Titulaer
et al, 2013). Ze k4Be nepintwon, kai napd tov kivbuvo
AolpmEewv AdYwW s xphons Un-e18IKMY avoooBepa-
nelwv, o eite EekdBapos te MBavéds naboyeveukods
p6Nos v aviowpdtwy Evavu aviydvwy enipaveias
obnyei tnv €peuva yia tnv avanwén kanUutepwy Kal
MIO OTOXEUPEVWV aVOCOBERANEIDV.

2. O1 KIvnuKés Slatapaxés ota ousTNPATIKA
autodvooa voohpata

O1 kivnukés Slatapaxés pnopouv va anotefolv
HEPOS TOU PaIVOTUMNOU WIas CUCTNPIATKAS AUTOAVOONS
vooou. H npékAnon o€ autous tous aoBeveis gival 1o
va dlaca@nviotel €av NPOKEITal yia Pia tuxaia ouvy-
nap&n 6Uo BlaPopPEUKWY VOoNUATwY N av n KIvNukn
oupnwwpatoioyia npokaneital and tous UNokeipe-
vous naBoyevetkous Pnxaviopgous tns CUCTNHATKAS
vooou. Baoikd onpeia kAgib1é nou unootnpilouv tnhv
aruonoyikh Tous cuoxéuon gival ta acuvhBiota xa-
PAKINPIoTUKA TS KIvnukhs diatapaxns n.x uno&eia
eioBoAn, dwnn @aivopevonoyia, avBekukdtNTa otn
Bepaneia, kupavopevn KAIVIKA €IKGva Nou oxetiletal
HE tnv KAIVIKA Kal pyactnplakh dpactnpidtnta s
ouoTtnpPatkns vooou K.4.

Ttn b1ebvn BiBAIoypagia, n kivnukh Siatapaxi nou
@aivetal va oxetiCetal ouxvotepa and kabe annn pe
ouoTtNPatkd autodvooo voonpa gival n egpavion
xopeias og aoBeveis pe avupwoponinidikd ouvopopo
Kal oUCTNPATKO gpuBnpat@dn AUKo.

A. MNpwtonaBés Avupwaoponinidiké Luvépopo
(AOX)

To avupwo@odimdikd cuvbpopo €ival pia au-
todvoon, un @Asypovwdns Siatapaxh nou diape-
oconaBeitar and tnv napouaia avucwpdtwy évavt
owoponimbiwy (to avunnkukd tou AUKou Kal td
avuompata evavtiov s kapdioAinivns kai tns B2
yAukonpwteivns). MNopei va eupaviotel eite Yepo-
vwpéva ws npwtonabés ADY, site og €6apos anAwv
autodvoowv diatapaxwv (beuteponabés ADL). H bI-
dyvwon tou Baociletal o OUYKEKPIUEVA KPITNPIA MOU
nepiNapBavouv 1. 1otopikd PAERIKMV A apTNPIaKDV
BpouPwoswv (pe us ev tw PABel PNERES TwV KATW

dkpwv Kal ta evdokpdvia ayyeia va npoofanioval
OUXVOTEPQ). 2. KUNOEIS PE atuxn ékPaon kai 3. v
napoucia avupwo@onindIKWY avIowHATwY o€ KAV
titdo kal o bUo PETPAOEIS Je andoTaon PETaty Tous
3 pnvav (Miyaki et al, 2006).

H napouacia twv avupwopoAinidIKwY aviowudtwy
npodvyel pia npoBpopfwtkh katdotaon péow 1. s
aninneniépachs tous Pe evOOYEVEis unxaviopous
avunné&ias, 2. tns evepyonoinons aiponetaniov, 3.
s enaywyns tns €Kppaocns popiwv npookdAAnons
Kal IoTukoU napdyovia ota evoobnAiakd kuttapa, 4.
NS EVEPYONOINONS TOU KATAPPAKIN Tou cupninp-
patos. H npokAnon dopikns BAGRNs ota ayyeia, n
olvdeon twv avuPwao@oNSIKMOV avUICWUATWY HE
avuyoéva tou KNI kal n oluvbeon twv aviuowpatwy
s B2 yAukonpwreivns ota vbobnAiakd kuttapa pe
ouvénela didonacn tou alpatoeykepanikoU gppayuou
Kal egpdvion AgyPovAs Kal VEUPOoeKPUAIoNS gival
eninpooBetol naboyeveukol pnxaviopoi tou ADOL
(Ricarte et al, 2018).

To npwtonaBés ADL npocPdanel to veuplikd oU-
otnpa ocuvnBws pe ayyelakd eneioddia. Avtibeta, ol
KIvNTKES Olatapaxés eppavidovtal ondvia. TuvnBéote-
pn gival n xopeia Pe v €NiNtwon s va KUpaivetal
ano 1,3-4,5% (Appenzeller et al, 2012; Cervera et
al, 2002). Eivar katd kavéva hnias h pétpias Bapdtn-
10s, apopd ouvNBws yuvaikes, epgavifetal os veapés
nAikies (Orzechowski et al, 2008) kal pnopei va eivai
10 NPMTO cUPNTWHA Tou cuvdpdpou (Safarpour et
al, 2015; Baizabal-Carvallo and Jankovic 2018). H
payvnukh topoypagia ouvnBws gival puaoiofoyikn
n avadeikvUel un €161k eupnpata. MoAU mio ondvia
epgavifovial dAAoU TUNou KIVNTKES SIaTapaxés Onws
duaotovikés kal BanAIoTKES KIVACEIS, NAPOEUOHIKES
duaokivnaoies, pudKNovos, TPOUOS, OTEPEOTUNIES (TIKS) N
dtuna napkivoovikd ocuvopopa (eite iknv pAolofaai-
KoU ouvddpoU gite Npoioloas unepnuPNVIKNS Napa-
Auons) pe prwxn andvinon ot AeBovidna (Carecchio
2009; Martino et al, 2006; Reitblat et al, 2003).

H naBoguaionoyia twv KIvNuK®V S1atapaxv nou
oxetlovtal pe ADX napapével adisukpiviotn. H napou-
oia 10XAIPIKWOV EPPPAKTwV Kal affoidoswy AgUKns
ouoias otov eykéPano KAnolwy aobevv Pe xopeia
ouvnyopoUV unép evds UMNokeiyevou BpouPwtikou
ayyeslakou pnxaviopou (Tanne et al, 2001). Evioutols,
pia naBoAoyikh dueon anAnfenidpaon twv avupw-
o@OoNINMISIKWY AVICWHATWY e aviyovIKoUs ENITONOUS
twv Baoikwv yayyAiwy éxel enions neplypaei napod-
u bev éxel yivel e@iktd va ouvbeBoUv ouykekplpéva
avuowpata (A avuyéva) PJE OUYKEKPIPEVES KAIVIKES
ekdbnAwoels (Yelnik 2016; Dale 2011). TéAos, undp-
xouv evdeitels 6T ta avupwoofinidikd avuomuata
dlatapdooouy TN veupwvikh Asitoupyia eite péow
biatapaxns tou unodoxéa GABA kail eknéNwaons twv
OUVAMNTOVEUPOOWHATWY €It P€ow HECPEUONS TOUS E
10 ATP kal npékANoNSs KUTAPIKAS evePyEIakns £vOeIas
(Chapman 1999 and 2005; Carecchio 2014).
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H Bepaneia twv kKivnukdv diatapaxov oto ADL
nepiNapBdvel NpwTOTWS TNV AVUUETDNIoN TS UMo-
Keiyevns vOoOU Nou Unopei va odnynoel o€ GNPAvVTKA
BeAtiwon kal cupnwpaukn Bepaneia (n.x veuponn-
nukd yia i xopeia, AeBovténa yia tov NapKIVoovIoud)
ue oxeukd kand anotenéopata.

B. Kivnuikés Siatapaxés oto Zuotnpatiké
EpuBnpatwdn AUko (ZEN)

O Zuotnpaukoés EpuBnpatwéns Aukos (ZEA) npo-
oPdaner kupiws péons NAIKias yuvaikes Kal éxel ex-
énAwaels and nondanAd épyava énws 1o dépua,
0 VEQPA, TS apBpWOEls Kal To VEUPIKO oUoTnua.
Xapakwnpiletal and tnv napoucia avunupnvikov
avuowpdtwyv (ANA, anti-dsDNA) evid ouxvh €ival
Kal n napoucia avipwo@onindIKOV avicwUatwy
(beuteponaBés ADY). O1 veupoAoyikés ekONAWOEIS
bev eival ondvies. Xe pia petavanuon 5.057 aoBevv
pe ZEA, vEUpOWUXIATPIKG CUUNTOUATA NEPIYPAPNKAV
010 56,6% twv acBeviv Pe TV ENINTWOoN Twv Kivn-
uk@v diatapaxwv va ekupdtar oto 0,9% (0-6,7%)
(Unterman et al, 2011). And us KIvNTUKES HIATAPAXES,
n ouxvotepn €ival n xopeia. Epeavietar oto 2-3%
twv aoBevav (Cervera et al, 1997) kal ynopei va
ekbnAmvetal ws NpIXopeia N va gival yeviKEupévn.
A@opd ouvhBws yuvaikes veapns nAikias pe uynAid
titio autoavuowpdtwy Kal ouxva cuvundpxel pe Oi-
OTAPAXES CUUNEPIPOPAS KAl YPUXWOIKEA CUUNTOHPATA.

H naBoguaciodoyia tns xopeias dev eival capns.
Aneikovioukes penétes PET pe 18F-6eo&uyiukoln
¢de1tav auénpévo petafoniopd oto papdwtd avrti-
Beta pe 6,u oupPaivel Oe ayyelakns kal KANPOVOUIKNS
apxns xopeia. Ta avupwaopoAinbika avuowuata gival
Beukd og ndvw and 90% twwv acBevav pe LEA kal
xopeia (Cervera et al, 1997). EvtoUtols unokeigeva
BpopPwukd eneicddia dev paivetal va eunnékovial
ouxvd oty ekdhdwon ts. AvtiBeta, 1 avupwopo-
Aiméikd avuowpata npokafoUv pla avoconoyikd
Siapeconapoupevn eykepaniuda énws kar oto AQL
(Baizabal-Cavallo et al, 2013). Mapapével abieukpi-
vIoto U npokanei th xopeia o aoBeveis pe EA nou
bev €xouv avupwopoAimidiké avuohpatd.

H oupntwpatkh Bepaneia s egpévoucas Xopeias
nepINaPPBAvel avu-vionauivepyika ¢pappaka (tetpa-
Bevadidn veuponnnukd K.4.), ta onoia Ba npénel va
ouvbuaotolv pe avualpgongtafiakd av cuvundpxouv
avupwoonimdikd avuowuata (Bertsias 2010), evd
10 BaAnpoikd, n kAovidivn kal n kapPapadenivn éxouv
eviote kanola anotefecpatkdtnta. Avunnkukd Ba
npénel va xopnyouvtal o aoBeveis e Bpopfwukd
eneiodOla. Le avBekUKES NepIntdoels, evbopnERia
OXNPATA KOPTUKOOTEPOEISWY, avoooopalpives, nia-
opagaipeon N kukAoPwaopapidbn punopsi va Bonbn-
oouv (Baizabal-Cavallo et al, 2013).

O napkivooviopos gival n deltepn og ouxvotnta
kivnukn diatapaxh o€ aoBeveis pe LEA. Eppavidetal
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ouvNBws o€ yuvaikes kal o NoAU PIKPOTEPES NAIKIES
and ou n véoos Mapkivoov ws éva Taxéws eCeioad-
UEVO pPETWNIAio oUVOPOUO PE CUUMETPIKG MAPKIVOO-
VIOO Kal KUpla Xapaknpiotukd tn Bpadukivnaia,
duokapyia, n etwxn andvinon ot Aefovidna kal
TS OUVUNAPXOUCTES VEUPOWUXIATPIKES EKONAWOEIS.
Ta avupwoponinidiké aviompata avixvelovidl oto
50% nepinou twv acBevav. H nepiypagn avuow-
HATWV eVaVTIOV avUyOVWYV WV VIONAUIVEQYIKMDV VEU-
pwvwv (Kunas et al, 1995; Baizabal-Cavallo et al,
2011) éBeoe tnv UNOWia PIas UNOKEIPEVNS AUTOAVOONS
eykepaniudas napdu n ouvdnap&n kénoiou Babuou
unokeipevns ayyelondBbeias kal ioxaipias 6ev ynopei
va anokAeloBei. H Bepaneia nepinapPavel otepoel-
on, eviote pe alaBelonpivn kal kukAopwopapibn oe
ouvduaopd e vionapivepyika ¢dpuaka pe noikinou
Babpou anotenéoparta.

H ata&ia éxel avapepBei og Aiydtepo and 2% twv
aoBevav pe LEA. Apopd yuvaikes veapns nAikias Xxw-
pis katd kavova AANEs veupowuxIatpIkEs ekONAWOEIS.
Bewpeital avooonoyikd diapyeconafoupevn péow
AVUOWHATWY évavu avuyévwy Twv Kuttdpwv Purkinje
s napeykepanidas anAd éxel CUOXEUOTE KAl YE
unokeiyevn ayyeiondBbeia kai 1oxalgia (Baizabal-
Cavallo et al, 2013). AAdes kivnukés diatapaxés
nou éxouv neplypaei o€ aobeveis pe LEA kal ADL
eival 1o olvdpopo duokauntou avBpwnou (Ue avu-
GAD avuompata), o yudkAovos, o Tpduos, N ECTUAKA
duotovia, ta uks, N Napo&UOPIKA PN KIVNOIOYEVNS
duokivnoia, eAolofacikd ouvdpopo k.4. Evioutols
bev gival capns n aruakh olvdeon tous pe 1o LEA
Kal n niBavétnta cuvunapéns dUo voonudtwy otov
i6lo aoBevn bev pnopei va anoknelobei (Baizabal-
Cavallo et al, 2013).

I. Kivnukés diatapaxés oto uvépopo Sjogren

To ouvdpopo Sjogren xapaktnpiletar and Agpo-
Kuttapikn &imBnon twv 6akpUik@y Kal oleAoyOvVwY
adévwv. O1 aoBeveis eppavifouv Enpootopia kar En-
po@Banuia evd ouxvd éxouv Beukd avuowpata SSA/
Ro kal SSB/La. H nio ouxvh Kivnukn &iatapaxn nou
eppaviCetal oto niaiolo autol tou ouvdpopoU gival o
napkivooviopds. Mnopei va ekdniwBel ws éva oupe-
TIKd akivnukd duokapnuké e§wnupapidikd ouvOpopo
nou dev anavtdel otn Aefovidna. Eviodtors, éxouv
neplypagel apketol aoBeveis Pe cuvdpopo Sjogren nou
epeAavioav tnv KAvIkA gikéva s 161onabous vooou
MapKivoov Pe KIVNTIKES BIOKUPAVOEIS Kal KaAh andvin-
on otn NeBovidna (Walker et al, 1999; Hassin-Baer et
al, 2007). Mapd pével aocagés av UNAPXE YIa aItiakn
ouvbeon tou o. Sjogren pe t v. MNdpkivoov. Mepo-
vwpéva nepiotatkd aobevav pe xopeia, duotovia, Kal
duaotovikd TpdUo €xouv enions neplypagei. H Bepaneia
TV KIVNTUKOV diatapaxdv oto niaiolo tou cuvdpo-
gou Sjogren gival cupntwuatiki Kail nepifapBdver tnv
QVUUETWMION TNS UMOKEIUEVNS VOOOU.
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A. Kivnukés Siatapaxés otn Néoco
Abdapavuadn-Behcet

O1 kivnukés diatapaxés otn v. Adapavuddn-Behcet
eival ondvies. e pia pengtn 925 aoBevv (Benamour
et al, 2006), 154 €ixav cuppetoxh and 10 VEUPIKO
ouotnpa K and autous Poévo €vas ePPAvics Kivnu-
kh oupntwpatodoyia (xopeia). H xopeia €ival n nio
ouvnBiopévn ekbhAwon tns vdoou and 1o KIvNTKO
oUotwnpa (Kimura et al, 2001; Revilla et al, 2000;
Bussone et al, 1982; Joseph and Scholding 2007).
Mnopei va eppaviotel eite pe otnv évapén tns, €ite
nonnés dekagtias apyotepa kal Qaivetal va oxetile-
a1 pe peyano goptio T2 BAaBdv otnv nepikoiAiakn
Asukn ouoia kal ta Baoikd yayynia. Kabws undp-
XOUV avapopés Beapaukns PeAtiwons tns xopeias pe
KOpTKOOTEPOEION, €vas UNOKEIUEVOS avooonoyikds
pnxaviopos nbavév epnnéketal otny eppavion s
(Kurikawa et al, 2004).

E. Kivnukés diatapaxés otn Peupatosidn

ApBpiuda

‘Eva onpavtkd nocootd twv acBeviv Pe peUpa-
10€16n apBpitda (PA) (25%) éxouv e€wnupapibikd
oupntPata Kai oto 2.3% twv acBevdv €xel Napa-
npnBei cuvoonpodtnta pe vooo Parkinson. daivetal
va undpxel pia aruakh olvoeon s PA pe th véoo
Méapkivoov nou fows oxetietal Pe tnv, €ni JaKpov,
kukAo@opia diapgecofaBntwyv gAsyyovhs Kal v
161aitepn euNdBeIa TV VIONAPIVEQYIKWDY VEUPWDVWY
s yénaivas ouoias o€ autous, Bewpia Nou pével va
anobeixBei.
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AIATAPAXEZ KINHTIKOTHTAZ XE LYZTHMATIKA
NOZHMATA: KAAZZIKA MAPANEOMNAAZMATIKA
2YNAPOMA KAI KOINIOKAKH

ARféEavbpos lNavvakns', Baoidikn Kwotabnua', MNaviens Ltabns?, Xnupidbwv Kovitoiwtns'

" Neupodoyiki KAvikn, latpikn Xxonn Maveniotuiou lwavvivwy, MNaverniotnuiaké Mevikd Noookopegio lwavvivwv
2 Tunua EpyoBepaneias, MNMaveniothuio Autikins ATtkns

MNepifinyn

Ta kAaooikd napaveonaopatkd veuponoyikd cuvdpopa (dnAadn autd nou oxetidovial PE avUOWUATA
gvavu evbokuTtdplwv avuydvwy) Kal N KolAIoKEKN €xouv CUOXEUOTEl e pia nAnBwpa veupondoyikdv dia-
TOPOXWY, PETAEU aUTWV Kal Ol KIVNTKES Slatapaxés. Av Kal ol dUO KAtnyopies éXOoUv OUOXEUOTE Katd Bdaon
ue napeykepanidikd oupntopata, éva yeydno eUpos eEwnupapidikns onpeionoyias éxel anodoBei kal ous
bU0 ovtdotntes. Meta&U autwy ouykatanéyovtal o pudknovos, to ouvdpopo oywdkAovou-pudKkAovou, 1o oUv-
dpopo duokapntou avBpwnou, n ductovia, N Xxopeia kal o napkivooviopds. H avayvpion tous pnopei va
oupPdner otnv np@iun didyvwon. H npwipn didyvwon eival kabopiotkns onpaacias yia Ty avixveuon Kal
NV WXOV AVUUETMNIoON Tou dyKou otd KNAoolkd napaveondaopatkd ocuvdpopd, kabws punopsi va odnynh-
o€l, av Ox1 otn BeAtiwon, touAdxiotov otn gtaBeponoinon s vooou. Enions, unopei va anodeixBel owth-
pia yia tov acBevn. And tnv dinn, otnv koidiokdkn n éykaipn Sidyvwaon n kal évapén diartas eAelBepns
yAoutévns pnopei va odnynaoel akdua kal oty avaotpo®hn 1ou ouvdpopou. Ta Us avBeKTKES NEPINTWOEIS,
undpxel n duvatdtnta avoconoyikhs, adfd kal cupntwpaukns Bepaneias. Yto napodv apbpo, napouacidlou-
HE €éva XapaktnpIoTKO MeEPIoTatikG napaveoniaopatikoU ouvdpdpou, Pia aoBevh pe napaveoniaouatkn
napeykepanidikh ekpuiion oto nAaiolo anti-Yo avuowpdwwy. Enfons, napabétoupe pia avaokdénnon yia
v aruonaBovévela, tnv KAIVIKA €IKOVa, T didyvwon Kal tn Bepaneia twv KAAooIKOY NapaveonAaouatKov
ouvOPOPWY Kal NS KoIAIOKAKNS.

Né€eis eupetnpiou: kivnukés Siatapaxés, napaveoniaopatkod veupoioyikd ouvdpopo, KolRIoKAakn

MOVEMENT DISORDERS IN SYSTEMIC DISEASES:
CLASSIC PARANEOPLASTIC SYNDROMES
AND CELIAC DISEASE

Alexandros Giannakis', Vasiliki Kostadima', Pantelis Stathis?, Spiridon Konitsiotis’

" Neurology Clinic, University of loannina Medical School, University Hospital of loannina, Greece
2 Faculty of Occupational Therapy, West Attica University, Greece

Abstract

Classical paraneoplastic neurological syndromes (i.e. those associated with antibodies to intracellular an-
tigens) and celiac disease have been associated with a variety of neurological syndromes, including move-
ment disorders. Although both categories have been primarily associated with cerebellar symptoms, a wide
range of extrapyramidal clinical pictures has been linked to both entities. These include myoclonus, opsoc-
lonus-myoclonus syndrome, stiff-person syndrome, dystonia, chorea and parkinsonism. Their recognition
can contribute to early diagnosis. Early diagnosis is crucial for the detection and treatment of the tumor in
classical paraneoplastic syndromes, which can lead, if not to improvement, at least to the stabilization of
the disease. It may also to prove to be a lifesaver for the patient. In celiac disease, on the other hand, early
diagnosis and initiation of a gluten-free diet can even lead to reversal of the syndrome. For refractory cases,
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there is the possibility of immunological and symptomatic treatment. In this article, we present a typical
case of paraneoplastic syndrome, a patient with paraneoplastic cerebellar degeneration in the context of
anti-Yo antibodies. We also provide an overview of the etiology, clinical picture, diagnosis and treatment

of classic paraneoplastic syndromes and celiac disease.

Key words: movement disorders, paraneoplastic neurological syndrome, celiac disease

1. Elcaywyn

Ta cuotnpatukd voohuata anotefolv cuxvi artia
KIVNTUK@V dlatapaxwv. Meta&U autdv, n KolAlokakn
Kal ta kAaooikd napaveoniaouatkd clvdpopad pno-
poUv va NPokafécouv PEow avooonoyIKDY PNxavi-
op®v npwtiotws napeykepanidikh onueiofoyia [1-5],
anid kal eupéos PAopatos ekONAMOEIS KIVNTKDV
diatapaxwv [1-3, 6-10]. O1 ekdnAoels autés e€ako-
AouBouv va anoteAolv diayvwotkn npdkANon yia tov
kAivikd Neuponodyo, kaBdu, agpevds oty Kolfiokdkn ol
KIVNTUKES diatapaxés pnopouv va ekdniwBoulv xwpis
epQavn onpeia unokeiyevns eviepondBeias [1, 2] kal
AQETEPOU OTNV NEPINTWON TwV NAPAVEONAACUATKDV
OUVOPOWY UNEICEPXETal N avaykaldtnta evdenexoUs
eféyxou yia tnv avelpeon UMNOKEiPevNs veoeEepya-
ofas [3-10]. EibIkd otnv nepintwon twv KAAooIKWOV
napaveonAaoUaTKWY cuvdpdUwWY, Ta Onoia oXeti-
Covtal pe evbokuTtdpla autoavuowuatd, ol Epap-
polbueves avoooBepaneies Oe paivetal va €xouv v
{610 anoteAeopaukdOTNTa o€ OXéon peE ta eEwkuttdpla
napaveonfaopaukd autoavuowpata [3, 7-10]. H
pévn oxeukd anotenecpatkn napéufaon gaivetal
va gival n e€aipeon tou unokeipevou dykou. Katd
OUVENEIQ, N avAykn auth gival ev NPOKEIPEVW akdun
M0 ENITAKTKN, OE pia katnyopia voooAoyIK®V ovioth-
twv, 6rou, Adyw s ouxvd uno&eias évapgns Kai s
noAunofkiAns onpegiodoyias, n d1dyvwon kabuotepel,
ONws XapaKINPIoUKE oUVvERN Kal otny acBevh pas.

2. Mapouciaon nNepICTAtIKOU

Mpokertal yia yuvaika 65 etbv. H évap&n tns ou-
pntwpatodoyias s tonoBeteital npo e€aetias, apXIKa
ws npoodeutkd embeivoupevn duoxépeia Badions
Ue eNWOUVeS UUikés ouondoels. Exel 10TopIkG Kanvi-
opatos pe npo 15¢tias dlakonn, BupeosidbondBel-
as Hashimoto undé aywyn, pwtosuaiocdnoias, npo
8etias enéuPaons katapynons KoANIKNS HapPapUyns
(ablation), kaBws kal npo 10etias ev tw BABel pAePo-
Bpoupwons. H acBevhs ekuphBnke apxikms afnaxou,
TE00EPIS PAVES PETE TNV évapen Twv oUPNTWUAETWY TS,
AlgvepynBnke payvnukn topoypagia (MRI) auxevikns
poipas onovounikns othAns, dnou avadeixbnke eikdva
otévwons onovéunikoU ownnva Kal nieons eEepxo-
devwv pidv, xwpis eikéva evbopuenikns BAARNs,
KaBws kal 0o@uikns poipas onovounikhs othAns,
énou, nAnv ANIWV 00TE0EKPUAICTKMY aAAOIDOEWY,

bev avabeixbnkav 161aitepa nabonoyikd euphpata.
Eixe bievepynBei Paacikds Ploxnpikds kal avooonoyikos
éneyxos, 6rnou avadeixBnke Ania éAneiyn Pitapivns
B12, onodte ta oupntpata tns acBevous anodddnkav
o€ auth kal 666nke Bepaneia unokatdotaons B12,
KaBws kal cupnANPWUATA Jayvnoiou.

Mapd v npdokaipn BeAtiwon tns acbevous Kal
v anokatdotaon tns B12, evids tou endpevou 1pi-
phvou n duoxépeia atn Badion ns eNIGEIVAOBNKE, eV
nnéov cuvodeudtav and actdbela Kal CUXVES MIWOEIS
€€ 16iou Uwous. H aoBevins (htnoe deltepn 1ATPIKA
yvaun. Katd i 6eUtepn ektipnon tns dianiotovovtal
Epaonacukotnta unép aplatepds, KaBws kar ata&ia
kal duopetpia aplotepol Kdtw akpou. AlevepyhBnke
MRI eykepdnou, énou avabeixbnkav oniydpiBues
nepikoiNiakés ouks annolmaels upnAol chuatos
ous T2 akonouBies, kaBws kal hnia dielpuvon Tou
kolfiakoU cuothpatos oto nAaiolo atpogias. Ako-
AouBnoe MRI Bwpakikns poipas onovounikhs othAns,
xwpis 161aitepa eupnpata. O aneikoviotkds ENeyxos
ofokAnpwBNKe pe triplex ayyeiwv tpaxniou, énou
avadeixBnkav abnpwpatikés annoIboels KapwTidwy
kar onovéudik@v aptnpiwyv. O aipatonoyikoés, Blo-
XNPIKOS Kal avooonoyikds éleyxos dev ixe avadeitel
1b1aitepa euphpata, nAnv Ana augnpévns taxutntas
kaBithons epuBpwyv, Nou Npolnhpxe and etwv. TeAl-
ks, 66Bnkav odnyies yia évapén avuaipgonstaniakns
aywyns oto nAaiolo twv eupnudtwy s MRI eykepd-
Aou Kal ENAVEKTIUNON O€ TPEIS PAVES.

Evids Siunvou, n kAviKA €Ikdva tns acBevous
enideivabBnke, pe nAnpn aduvapia opBootdtnons
Adyw évtovns KoppIkhs atagias, duopetpias Avw Kal
kdtw akpwv, 16iws aplotepd, kabws kal koAAwdous,
okovtdntouaoas opinias. Qs anoténeopa, n aoBevhs
{htnoe TITN 10TPIKA YVOPN, €va XpOVO UETA TNy évaptn
WV ocupntpdtwy s, Adyw s NPoeEapxouoas,
nAéov, napeykepanibIkhs onpeionoyias, xwpis oxe-
uldpeves annolwaoels and tnv MRI eykepdnou nou
Ba unopouocav va v epunveloouy, €otann €ngyxos
évavu napaveonAaopatkwy avuowudtwy (Hu, Ri,
Yo, Amphiphysin, SOX1, PNMA2, Recoverin, CV2,
zic4, Tr), énou avadeixBnke Beukds titios évavu avu-
owpdtwy Yo. 1o nAaiolo diepelivnons UMNOKEIPEVNS
kakonBelas, dievepynBbnke noditpovikn unoAoyIoukA
topoypa@ia (PET-CT), 6nou avadeixBnke nabodoyikn
npdoAnyn otnv NePIOXN Twv e€APTNUATWY, KATA YAKOS
10U evOOUNTPIOU KAl O€ NApaoptikoUs Aeppadéves. H

Neuponoyia 30:2-2021, 53-64



AIOTapaxés KIvNukdINTas 0€ CUCTNPATKA voonpata: KAaooikd napaveonfaopatkd oUvopopa Kal KolAlokakn

55

aoBevhs unePAnBdn oe Nanapookonikh ctadlonoinon,
6énou npayuatonolnBnke oAiKN UCTEPEKTOPN PETA
eCaptnpdtwy, eniNAOEKTOPN Kal okwANKOEIHEKTOUN,
KaBws kar SelypatoAnyia NapaopuK®V AEPPadEVWY.
H 1otonoyikh e€étaon avadeite opwdes kapkivwpa
6165 wobnkns, uwnnns kakonBelas, xwpis Aeppade-
VIKN QUPPETOXN, eV uneRNNBN Kal og PETEYXEIPNTIKA
xnpeloBepaneia. Ayeoa Petd tn AANAPOCKONIKA UCTE-
peKTopN, gyive évap&n ungpdvoons y-opapivns (1VIg)
oe nAnpn 840N, e TAKUKES ENAVEYXUOEIS.
AEKAOKTM PAVES PETA Tny évapEn Bepaneias pe 1VIg
Kal TpIavta Petd tnv évapén Twv cUPNTWUdtwy, n
aoBevihs dev napouoiale 161aitepn BeAtiwon, evd n
KAIVIKA Tns glkdva cuvodeudtav NAgov and Cakka-
donoinon twv opidévuwy kal kGBetwv opBaApIKOY
Kivhoewv. AkodoUBws, n aoBevhs aneuBuvBnke otnv
KAIVIKA Pas yia pla i€taptn 1atpIkh yvapn. Alevep-
yNBnke enavannnukh MRI eykepdniou nou avadei&e
€lkdva IKavhs atpodias twv napeykePafidIKWwy npi-
ogaipiwv. Eviovotepn b€ Nntav n atpopia Tou oK®-
Anka, pe eotia uynAoU onpatos ots T2 akonoubies
oto onioBio twhua autou. AkodouBnoe agovikh Tto-
poypaoia (CT) Bwpakos, koldias kal onicBonepito-
vaikoU xwpou, xwpis o&éa nabonoyikd euphuata.
Ténos, avadeixBnke 1o0xupd Betkds Titlos évavu Yo
avuowpdtwy os enavéfeyxo autwv. Extote, n aoBe-
vhs napakofouBeital otnv KAIVIKA pYas Kal ouvexilel
va unoPdannetar o enavafnnukés eyxuoels IVIg ava
gtapnvo. H kAIvIkA tns eikéva ival otaBeph, xwpis
afi6ioyn BeAtiwon, anAd oute embeivwon.

3. KAaooikd napaveonfaopaukda ocuvépopa

H aoBevihs anotenel pia nepintwon napaveonna-
opaukoU ouvdpdpou, Pe e€apxns TUMIKA XapaKtn-
pioukd, 6nws n ataia (napd tnv acuvnBn évapén
auths ano ta kdtw akpa), adnd kal dtuna, 6nws n
OonacukOTNTa, Nou Cuxvda NepInAékouv v KAIVIKA
€IkéVa Kal kaBuaotepouv t didyvwon. Ta KAaooikd
napaveonAacuatika aviomuata anotefolyv ta Npwid
QVTUOWATA yid Ta onoia BpEBnKe 10xuph cuoxéuon Je
unokeipevn kakonBeia kar ntwxn npdyvwon [3]. L1éxo
ToUs anoteNouyv evbokuttdpla avtydva, nupnvikd n
KuttaponAaopatkd, Ta onoia, KOs Twv KAAoOIKDY
napaveonAaopatk@y ocuvopopwy, ONWs N PETAIX-
uiakh eykepaniuda, oxetiCovial nAgov pe éva eupu
@dopa KAvikov ekdnAwoswy [3, 6-10]. Inpeiwtéo,
napaveoniaopatukd ouvdpopa duvavtal va ekdniw-
Bouv akdépa Kal xwpis v avixveuon oxeulopevwv
avuowpdtwy [3].

3.1. Eménuioioyia kAaooikwv
napaveonfaouatikwv ouvépouwv

AGyw tns onavidtnNtas tous, KAAooIKMY Kal Pn, ta
embnuiofoyikd dedopéva ival nepiopiopéva. uvo-
Aikd, n enintwon qaivetar va givar 0,89 avé 100.000
Kal o eninofacuds 4,37 ava 100.000, pe ta napaveo-
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niaouatkd veuponoyikd ocuvépoua va ocupPaivouv oE
nepinou 1 avda 300 kapkivous. H ouxvotnta ¢aivetal
va éxel auEnBei ta teneutaia xpdvia, NiBavotata xdpn
otnv avakdiuyn Twv autoavuowHATwY NoU NAPEXOUV
epyaotnplakn eniBeBaiwon ts didyvwons. Enions, n
ouxvotnta Qaivetal va ennpeddetal kar anoé tov wnou
TOU OYKOU, JIE TO PIKPOKUTIAPIKG KAPKIVO Tou NveUpo-
va va oxetiCetal pe napaveoniacpatkd veuponoyikod
oUvOpopo éws Kal oto 10% twv NepIntwoswy [3].

3.2. AiuonaBoyéveon kAaooiKwv
napaveonAaouatikwv ouvépouwv

Qotdo0o, npénel va avagepBei 6t, Nnapd tn ouxvn
avixveuon unokeipevns kakonBeias kal v unapén
aképa kal evdoBNKIKAS Napaywyns OXEUKMY aviow-
pdtwv [11], o akpifns aruonaboyevetkos tous ponos
napapével apeineydpevos. H evepyds petapopd twv
AVUIOWHATWY O€ Nelpapatdlwa anétuxe va katadeiEe
npoobeon ota avuydva-otdxous [12]. Enions, napdu
eival anodebelypévo 6T oplopévol dykol Pnopel va
ekppdalouv avuyéva nou npokadouv dlactaupou-
pevn avooodoyikn andvinon [13], autd gaivovtal va
ekppdalovtal 1Ooo o€ aobeveis pe 600 Kal o aoBeveis
xwpis veuponoyikh onpeionoyia [14]. Mapodia autd,
éxel napatnpnBei 6, €101k yia ta anti-Yo, napd v
lotonaBonoyikn ouoIdTNTA TwV WOBNKIKWY dYKWY
Mou ta ekppAalouv o€ Oxéon PE autd nou dev ta ek-
Ppalouv, OToUS NPMTOUS avadekvUETal onuavukou
BaBpou 6inBnon andé nAaopatokUttapa kal CD8+
T-Aep@okUttapa os oxéon pe tous deltepous [15].

Mpdyuau, ta T-Aeppokuttapa gaivetal va naifouv
onpavukd péno otnv artonaboyéveon kal autos Ei-
val, niBavétata, o Adyos s NTWXNSs andKPIoNS TwWV
ouvbpodUwWY autwy otnv avoooBepaneia [9]. Akdua,
CD8+ T-feppokuttapa €xouv avixveuBel 1oo oto
eykepanovwuaio uypd (ENY) aoBeviv pe anti-Yo
avuoMPAta Kal napaveonaopatkn napeyke@anidikn
ekpUAion [16], 600 Kal og eykePANIKO 10TO aoBevdv
pe anti-Hu avuowpata kar eykepadopueditda [17].
Ténos, unoboxeis diaoctaupoUpevns avtidpaons yia
T-Aep@okuttapa €xouv Ppebei otn pepPpdvn eykepa-
AIKWOV VEUPMVWV Kal KUTIApWV ToU OyKou og aoBevh
ye napaveoniaopatukh eykepanopueniuda [18].

Evtoutols, evd 0 podAos tns KuTtapikhs avoaias ival
IKavomnoINukd tekpnplwpévos, de cupPaivel 1o 1610
Kl yia TN XUPIKA, Kupiws Adyw tns anotuxias in vivo
npdoAnyns twv autoavuowudtwy [12], aAfd kar s
€V Yével BEWPNTIKAS aVTIoTAONS TWV VEUPWVWY OTNV
evowpdtwon IgG avuowpdtwy [8]. Mapdna autd, éxel
katadeixOei, toundxiotov o€ nelpapatkd poviéla, éu
n evowpdtwon auth eival epikth [19, 20]. Akdpa, éxel
KatadeixBel du ta anti-Yo avuompata ynopoulv va
evowpatwBouv oe kUttapa Purkinje oe kadniépyeies
napeyke@anidIkKwy KUTtApwy Kal va npokadécouv
Kuttapiké Bdvarto [21-24], evid napdyola euphuata
€xouv katadeixBei karl pe ta anti-Hu [25, 26].
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MNivakas 1. KAaooikd (evdokuttdpia) napaveoniaopatkd avuowpata [3, 5, 8, 10]

Zuxvotepa Zuxvotepes . . .
. A i ZUXVOTEPES KIVNTIKES Anékpion
Avtiocwpa OoXeU{OHEVES veuponoyikés 5 : .
N . 1aTapaxés otn Bepancsia
KakonOsies ekdbnAwoels
Anti-Hu SCLC, Eykepanopueniuda, Ata&ia, napeyke@anidikn Mtwxn
(ANNA-1) VEUPOEVOOKPIVEIS | ETAIXPIAKN ouvdpopn, weudboabétwon
6yKol, eykepaniuda, (oto nAaioclo aloBnukhs
peuvoBidotwua NePIPEPIKN AloBNTKN veupwvonaBeias), ouvbpopo
(o€ veoyva), vEUpwWvonabeia, oyodkAovou-pudkAovou-atagias
veupoPAdotwpa eykepaniuda otenéxous (og naidid pe veupoRndotwa)
(og naibid)
Anti-Ri Maotos, SCLC Eykepaniuda otenéxous Mapeykepanidikh ekpunion, YtaBeponoinon, og

vEUpwvonabeia

(ANNA-2) ouvdpopo oydkAovou-pudkAovou- | Kanolous acBeveis
ata€ias, buokapyia, ductovia
biavoiens yvabou
Anti-Yo Qobnkn, paotds, | (-) Mapeykepanidikh ekpuiion Mtwxn
(PCA-1) pntpa
Anti-CV2/  |SCLC, paotds, Metaixpiakn eykepaniuda, | Xopeia, duotovia, Banniouds, Mtwxn
CRMP5 Bupwya, eykepanopueniuda, napeyke@anidikn ocuvdpopn
non-Hodgkin payoeldiuda,
Aéupwpa ageiBnotpoeldiuda,
onukn veupiuda, avoopia,
ayeuoia, NePIPEPIKN
nonuveupondaBeia
Anti-Ma2 Opxis, (yepuivwpa), | Metaixpiakn eykepaniuda, |Ynokivnukd clvdpopo pe PSP, Kann eni
SCLC, paotds eykepaniuda otenéxous, napsykepanidikh ouvdpoun, avixveuons dykou
vapkoAnyia, unepPorikn  |katanAnéia OPXEODS Kal EMITU-
nuephola unvniia, xoUs avUUETDNIoNS
unepgayia autou
Anti-Tr Hodgkin Aéppwpa | Metaixpiakn eykepaniuda | Mapeykepanidikh ocuvbpoun Mtwxn
(onavia)
Anti- Maotos, SCLC Evkepanopueniuda pe YUuvdpopo duokauntou avBpwnou, |Kanh ota oteposidn
amphiphysin duokapyia, aloBnukn puodknovos Kar eni avupetoni-

ONS NS UMNOKEiPeVNS
veonnaoias

Zuvtopoypagies: ANNA-1: antineuronal nuclear antibody type 1, SCLC: pikpokuTtapiké kapkivwpa nvedpova,
PCA-1: Purkinje cell cytoplasmic antibody type 1, CRMP5: collapsin response mediated protein-5,

7 EAAHNIKH
NEYPOAQTIKH
2=J ETAIPEIA

PSP: npoioUoa ungpnupnvikh napdiuon

3.3. KAivikés ekbnAwoels KNaooIKwV
napaveonfaouatikwv ouvépopwv

O nivakas 1 cuvoyilel ta kAaooikd napaveonia-
OHOUKA avUoMPATd, TS OUXVOTEPES UMOKEIPEVES
veonnaoies kal us oUXVOTEPES KAIVIKES ekONAMOEIS.
Onws yivetal avuinntd anéd tov nivakd, ta KAaoolkd
napaveoniaopatukd clvépoua ekdnidvovial Katd
Bdon pe névie tpdnous ouvbpopns, €ite apIyws Eite
o€ ouvbuaopous autwy, nou eival: 1) eykepadituda
A eykepanopueniuda 2) eykepaniuda otenéxous 3)
petaixpiakn eykepaniuda 4) napeykepanidikn ekpu-
dion 5) autévopun h nepipepikn noduveupondBeia [9,
27-29]. X& 6M€s Us NePINTWOEIS, iows Pe v e€aipeon
twv anti-Ri kal anti-amphiphysin, n kAivikh nopeia
10U €KAOTOTE oUvOPOLOU xapakinpiletal and ofeia

€ws unogeia eiIofonn kar NpoodeuTKA, Un avaotpé-
WIUN VEUPWVIKN eKQUAIoN, PE Ntwxh andkpion otnv
avoooBepaneia [8, 9].

H napeyke@anidikn ekpuiion anotenei tn ouxvo-
tepn ekdbNAwon twv kAaooik®Y napaveoniacpat-
KV ouvdpoduwy, 16iws pe ta Hu, Ri kal Yo, adid kal
anna autoavuowpata, 6nws ta Tr, Ma2, CV2/CRMP5
(collapsin response mediated protein-5) kal autd ns
katnyopias twv atagiwv kepanns Médouaoas (n.x.
ITPR1T kar CARP VIII) [4-6, 9], e TO PIKPOKUTIAPIKS
Kapkivwpa nvelpova va gival n nio ouxvh UNoKeipevn
kakonBeia [30].

To ouvbpopo oydkAovou-pudkAovou eivar aAin
uia xapakinpioukh ekdhiwan, nou apopd Kupiws ta
anti-Ri oe oxéon pe Kapkivo Paotou N PIKPOKUTIApIKO
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(onodte onpeiveral pia oxetkd auEnuévn ouxvotnta
ot0 yuvaikeio uno) kal Alydtepo ouxvd ta anti-Hu
o naidid pe 1otopikd veupoPnaotmpatos [31, 32]. Qs
odkNovos opidovtal ol oulUyEis, XaoTUKES OAKKADIKES
o@Banpikés KIVACEIS Npos OMes ta KateuBuvaoels [9].
O puodkAovos apopd kupiws ta dkpa, andd dev ival
OnNAvIos KAl O KOPHIKOS, OMNwS KAl O KPAVIOAUXEVIKOS
[9].

Ta anti-Maz2 €ival ta Kupidtepa avuomuata nou
€XOUV OUOXEUOTEl JE UNOKIVNTKA-NAPKIVOOVIKN OUV-
bpopn. H ouxvétepn unokeipevn veonnaoia eival 1o
YePUivwpa 6pxewv. EXouv NepIypagei NEPINTWOEIS
nou npoaidialouv og Npoiolaad UNEPRUPNVIKNA Napd-
Auon 1 aképa kal opBanponAnyia, diatapaxhn cupne-
pIpopds katd tov Unvo REM, vapkonnyia, katanAngia
Kal, onavidtepa, napeykepanidikh ouvdpoun [6, 9,
33]. Aiyétepo ouxvd, duokapyia napatnpeital Kal e
0 anti-Ri [9].

AdAes e€wnupapIdIKES SIATAPAXES MOU CUVAVTWOVIAI
gival n xopeia, ouxvotepa oxeuldpevn pe anti-CV2/
CRMP5 (nou anavimvial o€ PIKPOKUTIAPIKO, KAPKi-
VO paotou Kal non-Hodgkin Aépgwpa) kar anti-Hu.
Tuxva 6e ouvundpxel Bandiopds, ductovia N akdua
Kal ouvdpopo Meige [34, 35]. To tedeutaio ynopei
va eUQavIoTEl TUNPAtKE ws ductovia katw yvéBou n
Aapuyydonaopos Kai pe ta anti-Ri [36].

TéAos, ta anti-amphiphysin epgavidovial cuxvotepa
o€ Kapkivo paotou kai pikpokuttapikd [10]. Mapodu
UNopoUv va eJeaviotolV Kal ws JUOKAoVOS, EvIoUTOIS
N nio ouxvn Pop@®n tous eival 1o ouvdpopo duoka-
untou avBpwnou (stiff-person syndrome - SPS) [10,
37]. To SPS xapaktnpidetal and uneptovia twv Juwv
TOU KopuoU kal twv dkpwy, otnv onofa enikaBovtal
napo&uvukoi puikof onacpoi. To anotéieopa ival te-
Aikd n unepndpdwaon tou koppoU, ducxépeia Badions
Kal ntoels [38, 39]. Akdéua, ouxvé elpnua anotedel n
duoautovopia ye taxukapdia, au&non tns aptnpIakhs
nieons, unepidpwaoia K.4., KaBws Kal ol puokAovies
KoppoU Kal dkpwv, npokanoUueves ané alcbntnpiakd
epebiopata [9]. To SPS and anti-amphiphysin Siagépel
ané to kAaooikd SPS nou npokadeital and ta aviow-
pata évavu s anokapPo&undons tou yloutapikou
(glutamic acid decarboxylase - GAD), kaBdu €ival
Alyétepo ouxvd, eppavietal oxedov anokneloTKd
o€ yuvaikes, éxel noAU uPnAdGTEPN CUCXEUON PE Ka-
KonBeid, npooPdnel Icopepms GAOUS TOUS YUS TOUS
owpatos (oto SPS peconafoupevo and GAD undpxel
ouvhBws oupaiokepanikn E€NIEN tns cuvdpopuns,
toundxiotov apxikd), eva n andkpion oty IVIG ouxva
€ival gtwxn kal anartouvtal evanAaktkd Bepansutkd
oxhpata (Aentopépeles otnv evdtnta twv Bepaneiiv
-3.5)[10].

3.4. Aiayvwotikn npoo€yyion KAaooikwv
napaveonfaoyuatikwv ouvépopuwv

Onws eivar eppavés kal and tnv negpintwaon ms
aoBevous pas, n didyvwaon pnopsi ocuxva va kabuote-
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phoel. Katd ouvénela, kdBe nepintwon aoBevous e
oteia n uno&eia évaptn twv avwtépw KAIVIKWOY CUv-
Sdpouwv h ouvduaopoU autwy, €IdIKd GV UNAPXOUV
otoixeia nou au€dvouv v NIBavotnta UNOKEiPevNs
KakonBelas (n.x. 10TopIkd kanviopatos, anwela Ba-
pous, 101opIkd avoookataotafukns Bepaneias, Beu-
KO OIKOyevelakd 10TOPIKO yia KakonBeia, avegnyntn
UNEPMNKUKATNTA, YVWOoTd I0ToPIKG KakohBeias KiA),
€101kd epdoov dNnes aities nou Ba pnopoucav va
ekdnAwBoUV pe napdpola cupntwpatofoyia éxouv
anokAeIoTel.

H eiocaywyn ts avixveuons napaveonAaopatkmV
avuowpdtwy atov 0pd 1/kal oto ENY éxel ouvdpapel
onpavukd oty éykaipn didyvwon. Ektés tns onya-
vuknhs oupBonns otn didyvwon, anoteAouv Kai év-
Oe1EN Tou TéNoU Kal Tou TUNOoU Kal TNS UMOKEIEVNS
KakonBelas, apou KABs aviiowpa €Xel CUOXEUOTET
€ OUYKEKPIUEVOUS TUnous kapkivwv [3]. Or vedtepes
TEXVIKES MOU xpnalyonolouvial ta tefsutaia xpovia,
€161k@ 6tav ocuvdudlovtal, au€avouv onuavukd v
gualoBnaoia kal v e16ikéTTa [3]. EKTOs ts avixveuons
pe v texvikn Western blot, undpxer n duvatdtnta
s éUpEons avoooiotoxnueias os Oelypata eykepdnou
NOVUKWV N VEOTEPWV TeEXVIKWV e cell-based assays
N akdpa Kal n éyxuon opoU h ENY tou aoBevous oe
kanAiépyeles yAolakwy Kuttdpwy [3].

O aneikovioukos éneyxos e MRI eykepaniou pe kal
XWpPIis €yxuon okiaypagikou gival K TwvV wv OUK Aveu
ot dl1ayvwaotikh NPooéyyion. Agevos, ival anapai-
™NT0s yia tov anokAdsiopd anAwv naBonoyimy tou
KEVIPIKOU VEUPIKOU CUOCTAKATOS, 16iws O€ tns dpe-
ons npoofonns autoU and KapkIvikd KUttapa (m.x.
peT@oTaon h KAPKIVWHATWon) N akOua Kal pias oxe-
udduevns pe tov 6yko Noigwéns, ayyeifudas, ktA. [3,
40]. EninAéov, opiopéves eoTakés anAoIMOEIS Pnopei
va oxeti{ovial Je OUYKeKPIPEVa napaveonAaopatké
ouvdpopa. Le unepKIvNTKES SIATAPAXES PNopei va
avadeixBouv BAdGRes pe auEnpévn évtaon oNPATOS
ous T2 akofouBies ota Baoikd yayynia [3]. Enions,
otnv nepintwon twv anti-Ma2 cuxvd undpxouv avt-
otoixes BAAPEs us Péons ypaupns, KUpiws oty ne-
ploxn tou dieykepdnou kal 161k dtav ekdnAwveTal
ws olvdpopo vapkonnyias-katanAingias [41]. Ténos,
otV NEPINTWOoN TS NAPAVEONAACPATKAS NAPEYKE-
@anibikhs ekpunions, n MRI apxikd pnopsi va pynv
avabeiter 161aitepa eupnpata. Qotdoo, pe v ndpodo
TOU XpOVoU, avadelkvUETal eUpavhs napeykePanibIKA
atpooia [3, 8, 9], 6nws xapakNpPIoUKA cuvéRn Kal
oty nepintwon ts acBevous as.

O €éneyxos tou ENY €ival enions onpavukos yia
dlapopikn didyvwaon and veupoekPuUAIoTIKES VOOOUS,
n Agntopnviyyikn dinBnon h us AoipdEels tou KNI
levikws, n Unapén nnias nigiokyttwons A/kal n na-
pouoia odiyokAwvIKwY {wvmv gival unép s d1d-
yvwons tou napaveonAaopatkou cuvdpduou, av
Kal napépola euphpata Ba pnopouoav va apopouv
Kal pia onoladnnote autodvoon digpyaaia, v ol
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ouolonoyikés napdpetpol tou ENY bev anokneiouv
onwodnnote éva napaveoniacuaukd cuvdpopo [3,
8].

O nnektpoeykePanoypaPikds EAEyX0s PUNopei va
éxel kanola afa, kupiws o€ auvdpopa nou ouvouadlo-
vial Je petaixpiakes eykepaniudes (Hu, CV2/CRMP5,
Maz2, Tr). Avtiotoixa, o nAektpouaolonoyIkos ENeyxos
pnopei va €xel epappoyn os kAaoolkd napaveonia-
opauKda avuompata nou cuvbudlovtal Pe NEPIPEPIKA
nofAuveupondBeia (Hu, CV2/CRMP5, amphiphysin).

Ténos, kaBoplotukns onpaaias gival n éykaipn d1d-
YVWOoN ToU UNOoKelpevou Gykou, agou and auth eap-
tdral ev nonnois n €€€AIEN Tou napaveonAaopatkou
ouvbpdpou Kal s vOoou ev Yével [3, 6, 8, 9]. Evas
apxikés éneyxos pe CT Bpakos, koldias kal onigBo-
nepItovaikoU Xwpou unopei va napayyenBei akdua
€V AVapoVh Twv NapaveonAaoPatkmy aviowUATwy
[3]. Akdpa, O NEPINTWOEIS AVIIOWHATWY PE 10XUPN
ouoxéuon pe yuvaikodoyikous kapkivous (Ri, Yo, CV2/
CRMPS5, Tr, amphiphysin) kai 6pxewv (Ma2) onuavu-
K&s €ival kal 0 €Agyx0s YE UNEPNXO PHACT@Y, NUéNou,
pactoypagia kal unépnxo Gpxewv, avtotoixa [8].

Qot600, o€ apkeToUs aoBEVEis UE EPPAVES Kal
BapU napaveondaopatkd ouvdpopo, ouxva n CT
aduvatei va avadei€el pikpoU peyéBous unokeipe-
vous éykous [3]. Ze autés Us NepNIoEls, 0 CUVOU-
AopOs TeXVIKWY Nodtpovikns topoypagias, dnAadn
tou Fludeoxyglucose Positron Emission Tomography
(FDG-PET) kai tou PET-CT, pynopsi va au€hosl tnv gu-
aioBnoia, €1biké O NEPINTWOEIS NMOU éva avixveuBév
avtiowpa €xel auénpévn BeTkN Npoyvwaotikh agia yia
v avixveuon unokeipevns kakonBeias (n.x. Hu, CV2/
CRMP5) [3, 42].

Ténos, bev gival ondvio eavépevo o apxikos dia-
YVWOouKos €Neyxos va anotuxel va avadeiel unokei-
hevn kakonBeia. Etol, ota kAaoolkd napaveonia-
opatké avuompata, eival anapaitnto o édgyxos va
enavadappavetal avd e€dunvo. YuvhBws, n unslBuvn
e€epyaoia avayvwpiletal evids €lous anod tnv avadelgn
WV BeuKkdv NapaveonAAoUatK@Y aviowpdatwy [3, 8].

3.5. Bepancia kAaooikwv napaveonfaocuatikwv
ouvépouwv

Akpoywviaios AiBos tns Bepaneias gival n avupe-
TONIoN TNS UMNOKEIPEVNS KAKONBEIas, XEIpoUpYIKN,
akuvoBepaneutikh n/kal xnpeioBepaneutikn, ndvia
O€ Otevh ouvepyaaia pe ouvadénpous tns ekdatote
apuo6dias e1dikdTNTas. Mdaniota, undEXouv NEPINTM-
o€ls aoBevayv, 6nou n nopeia 1ou napaveonfaoua-
ukoU ouvdpodpou, av 6 BeAuwONnKe, toundxiotov
otaBepononBnke, pdvo and v avtpenion tou
oykou [3, 6-9].

Ynpavuko pono otnv nopeia tns véoou nailel Kal
n avooonoyikh Bepaneia. H évap&n tns Bepaneias
oQeinel va yivel €ite TAUTOXpOvVA PE TNV oykoAoyIKA
Bepaneia, ektds kal av auth apkEael yia T AUon twv

oupnmwpdtwy, npdyua onavio [3]. Auctuxws, AdYw
NS onaviotNTas wv cuvopodpwy, anoucialouv peyd-
Aes, tuxalonoinpéves, YENETES Kal ol 0dnyies NPoKU-
ntouv and PIKPES oglpgs aobevv. Naviws, aivetal
ou n npwiun évapén Bepaneias ouvnBws cuvoudde-
tal e kanUtepa anotenéopata, nponauPdvovias oe
OPICHEVES NEPINTAOEIS TOV KUTIaPIKG BAvato, Petd
TOV 0rnoio 1o Ydvo Nnou Pnopei va eniteuxBei ival n
otaBeponoinon tns nopeias, dnws cuvépn Kal Pe Ty
aoBevn pas [9, 43].

H apxikn Bepaneia ival n evdopnéfia xoprnynon
otepoeldwv (PeBunpedviloddvn 1000mg o€ 3 €ws 5
Npépes), Nou pnopei va akonouBnBei gite and Takukés
enavannyeis eyxtoswv twv 1000mg avda eBdoudda
yia 6 pe 12 eBbopades, eite 0 aoBevihs va nepdoel oe
éva oxnpa per os npedvifondvns 60mg nuepnaoiws
ye Npoodeutkn peiwon, avandyws Kal tns andkpions
oy aywyn [3, 8, 9, 44]. H xophynon oteposibiv
ouvhBws akodouBeital h yivetal napdAdnAa pe tn
xophynan IVIg, 0,4gr/kg cwpatikoU Bdapous (XB) avd
NUéPa yia 5 nuépes kal akdAoUBES Takukés enaveyxu-
ogls, napdAAnAa pe t xophynon otepoeldmv [3, 9,
45]. Evadnakukd s IVIg, pnopouv dievepynBoulv 5
ye 7 ouvebpies nAaopagaipeons, tTaUTOXpova h PJeTd
™ Xopnynon otepOoEIdY, av kal o poéAos s nia-
opagaipeons ota evbokuttdpia napaveonfaopatkd
avuowuata gival neplopiopévos [3, 9, 46]. Enions,
bokipos gival kal o ocuvduaopoés tns dievépyelas nAa-
opagaipeans pe  xophynon IVIg, epdoov n edtepn
akoflouBnoel tns Nnpwtns, kaBdéu pe tnv nlaocpagai-
pean pnopouv va agaipebouv ol IgG opaipives nou
xopnynBnkav pe tnv IVig [9].

YuvNBws, oI avwtépw NPWINS ypapuns Bepaneies
bev éxouv anoténeopa ota kAaooikd napaveoniaoua-
UKG avuowpata, ondte ival anapaitntn n epapuoyn
beUtepns ypappns Bepaneimv [3, 8, 9]. Ze autd 1o
nnaiolo éxel dokipaotel n éyxuon 1000mg Rituximab
epanag, ye enavannyn ts d6ons o€ 14 nuépes Kal
€V ouvexeia avd 6unvo, YE NEPIOPIoUEVA, WOTOOO,
anoteféopata [3, 8, 9, 47]. Qotdéoo, NiBavs nio
anoteAeopatkh évavu twv vOoKUTIdpIwY aviowud-
twv gival n xophynon kukAo@wadapidns, Adyw Kal
s dpdons s ota T-Aeppokuttapa [3, 8, 43, 48].
H xopnynon pnopei va ocuvodeutei and xophynon
otepoeIdVY, evid n apxikn Bepaneia pe evbopiéPies
gyxuoels twv 500 €ws 1000mg avd phva pnopei va
anndagel os per os Kal va OUVeXIoTel ws ouvtnpnon [8].
Andes avoooBepaneies nou €xouv EQAPUOOTES yevIKa
ota napaveoniaopaukd veuponoyikd olvopopa gival
n alaBelonpivn, n pebotpe€dtn, n puko@aivoikn
pogetinn kal 1o takpdAipous [3, 9].

YaQels oUOTACEIS yIa TO XpOoVIKO onpeio Slakonns
s avoooBepaneias dev upiotavtal. Mapdda autd,
Ba €ixe vonua n diakonh s petd and 3 éws 5 €in
otaBeponoinons s KAIVIKAS €IKOVAS ToU aoBevoUs
[49]. Auctuxws, doov apopd ta kKAaooIkd Napaveo-
nAacpaukd clvdpoua, eaivetal 6t n dpdon onolac-
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MNivakas 2. Yupntwpaukés Bepaneies ota kAaooikd napaveoniaopatkd ouvdpoua [6]

Iuvépopo

Aywynh

OwoékAovos-pudkiovos

KAovalenaun 0,5mg npepnaiws (6oon évapéns)
Alalenapn 5mg npepnaiws (6dan évapéns)

MuokAovos

KAovalenapn 0,5mg nuepnoiws (66on évapéns)
lkapnanevtivn 300-900mg x3

NeBeupaketaun 500-1000mg x2

Mipaket@un 7,2gr-24gr Siaipepévn og SU0 €ws Tpels OOOEIS

Yuvdpopo duokauntou avBpw-

KAovalenaun 0,5mg nuepnaiws (d6on évapéns)

nou Alalendpn 5mg nuepnaoiws (66on évapéns)
BakAogaivn 10-60mg per os diaipepévn oe 3 6doels h 50-150ug evboBnKIkG npepnaiws
Xopeia TetpaPevadivn 12,5-50mg x3

dnnote avoooBepaneias gival nepiopiopévn kai 6t n
nopeia tns véoou eival, cuvhBws, eCeicodpevn h
apgetapantn [3, 6, 8, 9.

TéAos, avafoyws ns EKACTOTE KIVNTKAS OIaTapaxns,
unopef va 606ef n avtiotoixn cupntwpaukn Bepaneia.
O nivakas 2 cuvoyilel Ts ouacies Nou ynopouv va
xpnaigonoinBouv ota kAaooikd napaveoniacpaukd
oUvdpopa, kKaBws kal s KUPIOTEPES eVOEiEels Tous [6].

4. Koidiokdkn

H koidiokdkn gival éva xpovio autodvooo voonpa,
6énou kuplapxel n eviepondBeia tou NentoU eviépou,
nupodotoUpevn and tn yAoutévn Nou eunepIéxetal
Ous TPOQES, eV anapaitntn ival kal n Unapgn yeveu-
khs npodidBeons [50-52]. H cupntwpatoioyia apopd
1600 eViePIKA 00 Kal EWEVIEPIKA CUUNTMUATA, OMNWS
o1dnponevikh avalpia, deppatiuda, ooteondpwon,
anAd kal veuponoyikés emnnokés [53]. Madiota, ta
embnuiofoyikd debopéva aivetal va beixvouv 6T T
teneutaia xpovia of eEWeVTEPIKES ekONAMOEIS paiveral
va au€dvovtal, akéua Kal ws NpmTo UMW, XWpIs
NV TautdXpovn Unapén eviepIKmy oupntwpdtwy [54-
56], ye anoténeoua v kabuaotépnon otn Sidyvwon
[57]. Aoyw twv noAnanAdy KAIVIKOV ekdNADOoEwY
Kal tnv Katd 1o pédAdov N ATIOV CUOXETION TOUS JE
v eviepondBbeia, 1o oUvono autV Twv vooonoyi-
Kov ekdnAmoewv evidooetal nAéov und t okénn
TOU YevikoU 6pou TwV OIaTaPaXmMV OXEUCOUEVWV PE
yAoutévn (gluten related disorders — GRD).

4.1. Aitiona@oyéveon Kivntikwv diatapaxwv
oatnv KoiAIoKAKN

O1 naBoyeveukoi pnxaviopoi twv veuponoyIKmV
ekONAWOCEWV TOU VEUPIKOU CUCTAPATOS aTnNV Koldlo-
kékn dev éxouv anocapnviotel nAhpws [58]. Qoté-
00, Qaivetal va éxel avooonoyikd Kal yevetkod uno-
Babpo, ue tous aoBbeveis pe ouykekpiyéva aninnia
ToU avuyovou IotooupBatétntas (Human Leukocyte
Antigen - HLA), ta DQ2 ka1 DQ8, va éxouv augnpévn
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ouoxéuon pe veuponoyikés ekdnAwoels [6]. Enions,
eival yvwotd 6T ol aoBeveis pe koliokdkn eppavidouv
KukAo@opoUVvIa autoavtiomuata, énws autd évav
s yAladivns (anti-gliadin antibodies - AGA) [59.]
Daivetal va undpxel pyia augnpévn cuoxéton Petaty
v AGA Kal twv veuponoyikwy ekdnAmaoswy, €10IKA
s atagias [60], nou dev avadeikvietal, wotdoo, O
ones us penétes [61, 62]. Enions, au&npévos titAos
AGA pnopsi va avadeixBei kal oe dAnous tUnous na-
peykepanibIkwy ekpuNicewy, ONws N Napeykepani-
BIKh popen tns atpoias noANanAmY cuotnPdatwy
Kal n vwualonapsykepadidikn ataia tinou 2 [63,
64]. Enopévws, €ival mbavd 1éoo o€ autés 600 Kal
otwnv ataia nou oxetidetal pe v koiNiokdkn (ataia
yAoutévns) ta auénpéva AGA va gival anotéAsopa Kal
OxI aito s napeykepanidikns ekpunions [6]. And thy
anAn, touddxiotov yia v ata&ia yloutévns, gaive-
Tal va undpxouv eupnpata SiBnons Tou Napeyke-
@afibikou eAolol and T-AeppokUtiapa pe ocuvodd
neplayyelakn @Agypovh Kal TuNPatkn anmAgia Kut-
tépwv tou Purkinje [58, 61, 65]. Enions, qaivetal 6T
0 avuowpata évavu s tpavoyoutapivaons (TQ)
6, evos ev{Upou nou oxeticetal pe v KolfIoKAaKN Kal
ekppadetal kal otov eyképano, peivovial Jetd and
biaita xwpis yAoutévn [66, 67].

4.2. Kivntikés Siatapaxés oxeti{OUeVeS
UE tnV KoIAIOKdKN

O1 ouxvoTEPES VEUPONOYIKES ekONAMOEIS TS KoIAI-
okdKNs apopoUlv v NePIPEPIKh noAuveupondBeia
yAoutévns kal v ata&ia yAoutévns [68]. Qs atatia
yAoutévns €xel opiotel n onopadikh ata&ia pe Beukd
IgG n IgA AGA [65, 68]. Méon niikia eppavions gival
1a 53 €, av kal éxouv Nepypagei akdpa kar naidikés
Hop®és tns vooou [65, 69]. H cupntwuatonoyia éxel
ouvhBws Bpabdeia eiofonn, av Kal €xouv NEPIYPAPES
Kal NEPINTOEIS Pe unoteia h akdpa Kal ofeia 10fo-
An, nou npocidiadlouv otnv NapaveonAaoPaUKA Na-
peykepanidikh ekpunion. To nAéov KNaooikd eUpnua
eival n ataia B&dions pe endpevn tnv ata&ia twv
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dkpwv, oxebov 010 cUVONO TwV NEPINTWOEWY [6, 65,
68]. AkoflouBei o vuotaypos, 16iws o npokaoUuevos
and v evatévion, n napeykepanidikn opidia kal n
diatapaxn twv AENTWOV KIVAGEWY, ONws s ypaens [6,
65, 68]. Eviote, unopei va ouvduadletal pe pudkAovo,
puokAovo ungpwas h owdknovo [70-73]. O pudkio-
vos gival ouvNBws ecuakés h acUPPETPOS Kal PNOpE(
va epgavidetal kar xwpis ata&ia [73]. Mapopola nepi-
OTaTUKA €X0OUV NEPIYPAPE], 6Nws vwtiaios udkAovos
(kupiws KopuoU Kal auxéva), puoppubpies yAwooas,
napeidv kar daktAwy, kKaBws kal puokupies [73].

Enions, ouxvd napatnpouval HopQEs ecuakoU
1poUouU, Kupiws Béons, nou agopd ta dvw dKpa Kal
Aiyétepo ouxvd tnv kepann, tnv kdtw yvabo kar in
yAMOooa, evd PYNopEi va UNdpxel CUCXETION PE TN
peténerta avanwén atagias [73-77]. Annes eEwnu-
papIdIkés dlatapaxés nou éxouv napatnpner ival
n xopeia, ouvhBws YeVIKEUPEVN, NOU Apopd KUPIws
1a avw ékpa, n ecuakn ductovia, akdua Kal n Napo-
€uopikn duokivnaia [73]. AuEnpévn cuoxéuon €xel,
enions, PpeBbei peta&l tou SPS Kal twv aviowPdTwy
s KoINIoKAKNS, evd n biaita eNelBepn yAoutévns
éxel ouoxetotel pe Bentiwon s cupntwpatoloyias.
Mapoépola BeAtiwon éxel napatpnBei kal o€ aobeveis
HE UK, Xwpis, wotdoo va éxel eEaxBei oapns cuoxé-
uon pe v Koldiokdkn [78-81]. Aképa, nepiotatkd
napkivooviopoU Kal, paniota, acUPPETpoU, EXouV
NEPIYPAPE], XWPIS, OPWS VA €XOUV OUOXEUOTEl 0aPs
pe tnv unokeipevn GRD [73]. Ténos, n au§nuévn ou-
xvétnta tou cuvdpduou avhouxwv nodiwv (restless
legs syndrome — RLS) kal tns koidiokdkns dev €xel
anocaenviotel av oQeifetal oe pnxaviopyo autoavo-
ofas h otn ouxvh cuvunap&n olbnponevikns avaiyias
oto nAaioio tns koiAiokakns [73, 82-84].

4.3. Aiayvwotikh npooéyyion KivntKwv
diatapaxwv otnv KoIAIOKAKN

H bidyvwon twv veuponoyikwv GRD anotedsl npod-
kAnon. Maévo 1o 10% twv acBevv pe veuponoyikEs
ekONAMOEIS €XOUV KAl YOOTPEVIEPIKA CUUNTMMUATA,
eV povo 10 40% €xouv euphpata evieponabeias
ot Bloyia [65]. MNa autd o Adyo, n nAikia didyvwons
aoBevav pe veuponoyikés ekONAWOEIS €ival onpavukd
peyanutepn og oxéon pe v nAikia nou diayvaotnkav
0l acBeveis pe yaotpeviepIkd cupntodpata (61 émn
évavu 47, avtiotoixa) [85]. Mapdia autd, n npdopatn
gioodos avuowpdwwy anti-TG 6, nou oxetiCovtal e
veuponoyikés ekbnAwaoels (aAnd kal ta anti-TG 2 kal
3), eniniéov twv anti-deaminated évavu nenudiwy
yAiadivns IgA and IgG avuowpdtwy, éxouv cupBdnel
onpavukd otn didyvwon [6, 65]. Enions, toundxictov
6oov agopd tnv ata&ja yAoutévns, n MRI eykepa-
Aou pnopsi va avadeiel napeykepanidikn atpoia
oto 60% twv aoBevv pe atagia, v T0 NOCOOTH
au€dvetal av xpnaolponoinBouv texvikés Voxel-Based
Morphometry. Znpeiwtéo, 6ol ol acBeveis eupavi-

{ouv @aouaTooKomnIkés avwpanies, 161K OT0 OKW-
Anka, Nou agopouv ot peiwon tou Adyou N-aketu-
AoacnapukoU/kpeauvivns [86]. EninAéov, o éAeyxos
tou ENY pnopef va avadei€el hmia nAciokUtiwon pe
Aepgokuttapiké wWno, hnia auénpévo AeUkwa Kal
napouacia oAlyokAwVIKDY {wvav, EUphATa Nou eival,
wot6oo, pn €bikd [65].

Akpoywviaios AiBos tns Bepaneias eival n Giaita
eneuBepn yAoutévns [6, 58, 65, 73]. H éykaipn évapén
autns eivar e€alpetkd onyavukn, kabws, toundxiotov
o6oov agopd v ata&ia yloutévns, v éxel enéndel
N KAtaotpoPn Twv Kuttdpwy tou Purkinje, n kAvikh
glkéva eival pyn avaotpéyipn. AvtiBeta, ni npwipns
didyvwons kar évapéns tns diaitas, ival duvath n
otaBeponoinon, aképa Kal n BeAtiwon auths [65].
Qotéoo, ndvia n napakofouBnon s acBevous npé-
nel va yivetal o€ otevh ouvepyaoia pe 1o Bepdnovta
yaotpeviepondyo [65], kaBms apketoi aobevels bev
anokpivovtal otn diarta Kal, ektds s eNGEiVWoNns s
kAIVIKNS €IKGVAS, KIVOUVEUOUVY va eppaviocouy NEUp-
da oxeuldpevo pe tnv eviepondBeia [87]. Xe autous
T0Us doDeveis €xel HOKIPAOTEl OUXVA UE EMITUXia N
avoooBepaneia, 6nws n IVIg, kaBds kal n xophynon
Bitapivns E [6, 65, 70, 88, 89]. Qotdoo, napdu n
avoooBepaneia gaivetal va PeAucdvel tnv atagia, o
oupBaivel to i610 Kal pe To YudKAovo, o onoios npénel
VO QVUPETWNIOTES Kal Je oupntwyatkn Bepaneia [65].
Na tn Bepaneia tou pudkAovou, dNWs Kal twv unoé-
Aoinwv KIVNTK@VY S1aTapaxwy, 0 avayvmotns Pnopei
va avatpé€el ek véou otov nivaka 2, Mou Pnopei va
€Qappootel Kal otnv KolAIoKAKN.

5. Xupnépaopa

Téoo ta kAaooikd napaveondaopatkd 600 Kal n
Kolflokakn pnopouv va ekdniwBouv pe eupeia ykaua
veuponoyikns onueionoyias, pe NnpoeCdpxouca v
napeykepanidikn. H éykaipn S1dyvwaon tous enitpénel
otd pev napaveonAaouatkd oUvOpopd TNV avueE-
TNIoN ToU Unokeipevou éykou, otn O€ KoINIoKAaKN
v anoxh ané tn yloutévn, divovias t duvatdtnta
va tpononoinBei kaBopioukd n ekdotote nopeia s
vooou. H kaBuotépnon tns Sidyvwons pnopei va
€XEl POIPAIES OUVENEIES OTNV NPWTN NEPINTWON Kal
un avaotpéyipn BAdpn otn dedtepn. Katd ouvéneia,
npénel navia va Bpiokovtal otn diagopikh didyvwon
TV KIVNTK®V dlatapax@v kai 161aitepa tns NapeyKe-
@anidikns onpeiofoyias.
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- Entotnpovikég ekbnAwoelg

« 2 louviou 2021: MNpoouvedpiakn Huepiba tns Eupwnaikns Akadnpias Neupofoyias,
EAAnvikn Neupodoyikn Etaipeia

% 3-6 louviou 2021: 32° MaveAAnvio Zuvédpio Neuponoyias, ©scoanfovikn

<% 19 - 215t June 2021: 7t Congress of the European Academy of Neurology, Vienna,
Austria

% 31 -7t October 2021: XXV World Congress of Neurology (WCN 2021), Rome, Italy
% 13% - 15% October 2021: Ectrims 2021, Austria, Vienna

% 11-14 NoepBpiou 2021, NaveAdnvio Zuvédplo Ayyslakmv Eykepanfikwv Noowv,
©eocanovikn
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