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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»



6 REVIEW ANAXKOIMHZH

NAATIA MYATPO®OIKH tKAHPYNZH.
BPAXEIA ANAZKOIMNHZH

Owyds Zaunéans', Baoinik ZouBeAou', ENiodBet Xpovn?, Zwtripios Manayiavwoénoudos?, Mixdins Pévi{os’

1 EBvik6 kar Kanobiotpiakd lMaveniotiuio ABnvav, 1" Neuporoyikr kAvikn, Alyiviiteio Noookopigio
2 Neuponoyikn Kavikn Mavernotnpiou Matpv
3 37 Neuporoyikri Knivikn, Apiototéfeio lNaveniotiuio ©eooanovikns, Noookopeio I. ManavikoAdou

MNepiAnyn

H MAayia Muatpoikh ZkAnpuvals ival pia ekpuiiotikh, aviatn vodoos Tou NePIPEPIKOU Kal KEVIPIKOU KIvn-
UKOU veupwva pe enintiwon nepinou 2:100.000 kal eminodacpd 8: 100.000. H aruonaBoyéveon tns vooou
napapével ayvwotn. Ané diayovidiakd poviénia ts vooou annd kal and iotonabonoyikés annoImaEls, Ku-
pIoTEPES Naboyevetkés Bewpies-naboualonoyikés diatapaxés eival n diatapaxn ou RNA, n Siatapaxn s
yAoutapivepyikhs dpaotnpiétntas, n pitoxovépiakn duonetoupyia kal anéntwon, n eAsypovn kai diles. O
HEoO0s xpOvos and tnv évapén twv SUPNTWHATwy péxpl T didyvwon ts vooou eival 9-13 prves. To 50% twv
aoBevav katadnyel oe 2-3 xpdvia Kal pévov 1o 20% enificovel 5-10 xpodvia. O niektpopuaiofoyikds €REYX0s
eival anapaitntos yia v eniBePaiwon s vdoou, yia tnv avédeiEn unokAivikhs npoofonis Tou NepIpepIKoU
KUPiws KIvnTKoU VEUPMVA Kal yia th diagpopikh didyvwaon and dAna voohpata. H ooguovwtaia napakévinon
Kal o aipatofoyikds-Ploxnpikds éneyxos eival enions anapaitnta, Kupiws ous dtunes Hop@és tns véoou. H po-
vabikh péxpl onpepa anodektn Bepaneia eival n xophynon Pidouddnns, avactonéa tou yAoUTapIvIKoU o&£os.

Anarteitar eknaideuon twv veupondywy Kal twv 1aTpwv dAfwy eIbIKottwy yia tnv éykaipn Sidyvwaon Kal
npwiun évapén Bepaneias pe otdxo tnv napdtaon ts enifiwons kal i Betiwon ths noidtntas {wns twv
aoBevav, afnd Kal yia tnv ano@uyn AoKoNwv QAPUAKEUTKDY BEQANEIDY KAl XEIPOUPYIKWV eNEPPACEWV.

Né€eis eupetnpiou: MAayia Muatpogikn ZkAnpuvals, didyvwals, naboyéveon, HAektpopuaolonoyikos €Neyxos

AMYOTROPHIC LATERAL SCLEROSIS. A SHORT REVIEW

T. Zambelis', Vasiliki Zouvelou’, Elizabeth Chroni?, Sotirios Papagiannopoulos®, Michael Rentzos'

" 15t Department of Neurology, National and Kapodistrian University of Athens, Aeghinition Hospital
2 Neurology Clinic of the University of Patras
3 37 Department of Neurology, Aristotelian University of Thessaloniki, G. Papanikolaou Hospital

Abstract

Amyotrophic lateral Sclerosis (ALS) is a neurodegenerative, incurable disease involving the central and
peripheral nervous system. Its incidence is 2:100.000 and its prevalence 8:100.000 subjects. Peak age at
onset is 60 years for sporadic and 50 years for familial disease. The etiology and pathogenesis of the dis-
ease remain unclear. The main theories, resulting from genetic and pathological studies are glutaminergic
excitotoxicity, RNA dysregulation, mitochondrial dysfunction, oxidative stress, inflammation, etc. Mean
time from symptoms onset to diagnosis is 9-12 months. Half of the patients die in 2-3 years and only 20%
of them survive up to 5-10 years. Electrophysiological study confirms the clinical diagnosis. Other labora-
tory studies, including cerebrospinal fluid examination and haematological biochemical parameters assess-
ment are indispensable in cases of atypical forms of the disease. The only approved treatment is riluzole, a
glutaminergic antagonist, which delays the progression of the disease for 3-16 months.

Training of neurologists and of other medical specialties is indispensable for recognition of the disease
in the early stages aiming the early onset of treatment and avoidment of unnecessary medical and inap-
propriate surgical treatments.

Key words: Amyotrophic Lateral Sclerosis, diagnosis, pathogenesis, Electrophysiological study
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MAayia Muatpopikh ZkAnpuvon. Bpaxeia avaokdnnon

Eicaywynh

H MAayia Muatpo@ikn ZkAnpuvon (MMX) nepi-
YPA®NKE yia npmtn gopd and 1o JM Charcot otn
Salpetriere 10 1874. Inpavukn htav enions n cupPonn
ToU KaBnyntou lwdévvn Matpikiou Pe TNV NEPIypaph
s « PeudonoNuveupItbIKAS JoPPhs» TNS vOOOU TO
1918. Eival pia ekpuiioukn, aviat, ouvexws enidel-
voUpevn vOOOS TOU NEPIPEPIKOU Kal KEVIPIKOU KIVN-
ukoU veupwva (MKN, MKN) pe eninttwon nepinou 2:
100.000 kai eninodacpod 8:100.000 otnv Eupdnn
[1]. Eival mo ouxvih otous avopes (A:T 1,5:1) pe péon
niikia évap&ns nepi ta 60 €n otn onopadikn kai nepf
ta 50 € otnv oikoyevh popeh [2].

Ta ioctonaBonoyiké euphpata tns vOoou cuviota-
VIaI OE aTPOGIa NS NPOKEVIPIKNS €AIKAS, CUPPIKVW-
on-Aéntuvon twv @Aolovwuaiwy depatiov Kal Twv
nNpdoBiwv vwtaiwy pIZV Kal atpoia TV UMV Twv
GKPWV KAl TWV NPOUNKIKDV HUDV.

‘Ooov apopd us pikpookonikés anfolhoels, napa-
npeital kataotpoPn >50% Twv KIVNTIKDV VEUPWOVWY,
atpogia kal BacedPina éykAeIota evids Twv (OVIWY
KUTtdpwv, napouaia eykAgiotwy und popehv vnpuati-
v n kouPapiou (thread or skein like), diGxutn aotpo-
KuTtapikn yioiwaon kal evepyonoinon s pikpoynofas.

KAivikh gikéva
KAvikws diakpivovtal 4 pop@és tns véoou:

1. Evap€n and ta dvw n kdww dkpa (MML).

2. Mpopnkikh popoen.

3. MpwtonaBns niayia okAhpuvon(MNL) ye npoopo-
AN pévov Tou KeVIpIKoU KIvNTIKOU VEUPWVA.

4. Mpoodeutkhn PuIKh atpopia pe npooPonh pdvov
TOU NEPIPEPIKOU KIVNTKOU VEUPWVA.

H npwtn eivar n kAaoikh kar Mo cuxvh pop@n Kal
anavtdtal oto 70% twv acBevav. KAvik®s epepa-
viCel onpeia npoofonns 1ooo tou KKN 6oo kar tou
MKN: Muikh abuvapia,unotovia, JUIKES atpoies,
beopidbwaels, afnd kar diathpnon n kal {wnpdINTd
TV TEVOVTIWV aviavakAaoTK®V Kal Ornactkn, Yeu-
bdonpopnkikh opiia. Znugio Babinski aveupioketal
OToUS pPIoous nepinou aobevels.

H npopnkikh popen avunpoownelel 10 20% twv
acBevav Kal egeaviletal pe atpo@ia, deopIbWOoEls Kal
puokupies tns yAooas, duokatanoaia Kal NPopNKIKA
opidia. H MMNZ ekdnAdvetal Ye apiyds nupapidikn
ouvbpoun, uneptovia, (wnpd tevovua aviavakAaoukd
Kal onpeio Babinski.

H npoodeuukn puikn atpopia ekbnidvetar pe
puIkh abuvapia, pulkés atpopies, OeoUIOWOEIS Kal
Katdpynon Tevovtiwy aviavakAaouKoV.

210 20% twv aoBeviv n vooos ekdNAWVETAl PE
npoofonn Twv avanveuoTKWOV PUMV.

Ynpavuko gival va toviotei 6t otnv NMX dev npo-
opanstal n oBanpoKIvNTKATNTA, O OPIYKINPES, TO
AUTOVOUO VEUPIKO oUCTNPA Kal N aioBnukdtnta.

Neuponoyia 29:6-2020, 6-14

Aruofoyia-na®oyéveon

H aruodoyia tns vooou ev eival yvwoth. 1o 90%
TV NEPINTWOEWY N vOOoOs gival onopadikn kal ato
10% €ival kAnpovopikh: 1o 60% ogeifgtal og pe-
tann&&eis ota yovibia tns ungpoteldikhs diopoutd-
ons (SOD1), tns TDP-43, TARDBP kai tns petdiiaéns
oto yovidio C9orf72 n onoia €ival n ouxvotepn aitia
olkoyevous MMX (40%) kal cuvunap&ns MMZ kai
petwnokpotagikns dvoias (FTD) pe enéktaon nepio-
o0tepes anod 30 popés enavanhyewy GGGGCC. Ol
petanna€ers tns SOD1 aveupiokovtal pévo oto 2%
twv aoBevav pe MMZ. To10% enions twv onopadikmv
nepIntwoewy ogeifovtal oe petanndgels [3].

YUupwva pe ta euphpata o€ diayovidiakd poviénna
s vooou andd kai us 1otonabonoyikés aAnoIboEls
o€ Bavovies aoBeveis pe ALS Bewpouvtal niBavés ol
K&twB naboyevetkés Bewpies-nabBoguaionoyikés
diatapaxés:

1. Aiatapaxn otnv ene€epyacia tou RNA
(RNA processing)

H avakdduyn ts TDP-43 kai tns FUS npwrteivns og
KuttaponAdaopatkés cuvaBpoioels ALS aoBevav kal
ol naBoyeveukés TARDBP kai FUS petanidEels ava-
deikvUouv éva pono yia pia nabonoyikh ene€epyacia
tou RNA otnv NMME [4].

O1 npwreives autés oxetidovial Ye tn puBuion s
petaypagns, tns cUPnAeEns kal ts Metagopds tou
RNA. H anwAeia n n diatapaxn tns guaolionoyIkns
RNA ene€epyaoias embpd katadutkd oty enifiwon
TWV KIVNTKWOV VEUPDVWV.

H TDP-43 npwrteivn und @uolonoyIkés ouvBnKes
€UpioKeTal OTOV NUPAVA ToU Kuttdpou. Xtnv NMMX
yivetal naBonoyikh wopopuiiwon autns Kal na-
patnpeital éAAgipn s otov Nnuphva kal naboAoyikh
OUYKEVTPWOis TNs und pop@nv eyKAEIoTwY OTO KUTIO-
poéniaopa, oto NePIKAPUO Kal oTous dUoTPOo®IKoUs
Hevbpites Twv veup@VwV.To 98% twv VEUPWDVWY Twv
OnoPadIKWY HOPPWY TNS VOOOU EUMEPIEXOUV TNV MO-
Bonoyikn TDP-43.

H avakaduyn ts TDP-43 kal tns FUS npwteivns
o€ kuttaponAacopatkes cuvabpoioels acBeviv pe
MNMMZ kal ol naBoyevetkés TARDBP kal FUS petan-
Ad&eis avadeikvUouv éva pdAo yia pia nabonoyikh
ene€epyacia tou RNA otnv MMX. Yndpxel pandov
KOIVGS UMOKEIPEVOS pnxaviopds peta&y ALS/MND kal
HeTwNoKpotapikns duoneitoupyias kai yi' autd onpe-
pa n ALS Bewpeita 6 anoteei TuhPa 1ou pAcPatos
FTD-ALS.

2. Nourtauivepyikn Sisyeptotoikétnta-peiw-
uévn épdon twv avaotadtikwv KukAwpdtwy

Ano dedopéva nou npoépxovial and acbeveis pe
ALS kaBws kal anoé (wikd n kuttapikd goviénia éxouv
dianiotwoei:

3§ EAAHNIKH
7| NEYPOAOQTIKH
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Bwuds Zaunénns, BaoiAikh ZouBeAou, EAcaBet Xpovn, Zwthplos Manayiavvonoudos, Mixdnns Pévi{os

a. AUENPEVES OUYKEVTPWOEIS YyRouTapIviIKoU o&€os
otov 0p0.

. Meiwpévn enavanpoéoinyh tou ous CUVAYEIS.

. Meiwpévn ékppaon tou EATT2 (Metagpopéas tou
yAoutapivikoU o&€os).

. Algtapaxn s cuvBetdons tns yloutapivns.
ENY ané aobBeveis ye ALS npokanei dieyeptotogikéd-
N0 o€ KanMIEPYEIES VEUPWVWY NMOU aVAOTPEPETAI
UE aVTIaywVIoTtés tou yAoutapivikou [4, 5]. Ze auth
n Bewpia omnpiletal n povadikh eykekpipévn Be-
paneia pe PidouléAn.

< ™

m O

3. Mitoxovépiakn duafeitoupyia kal anéntwois

Evbei€els ouppetoxns twv pitoxovopiwy otnv arto-
Aoyia-naBoyéveia tns vooou npoépxovtal and napa-
NPNCEIS JopPOAOYIKWDY Kal AEITOUPYIKMDY avwpafihv
o€ nelpapaukd poviéAna (SOD-1, TDP-43) annd kai
Oefypata aoBevav pe NMME [4]. Mapathpouvtal Aoindv
ouvabpoicels 01ONUATWOWY Kal KEVOTONIwdWY ito-
xovopiwv, enattwatkn avddpopn kai npoaBidédpoun
Heta@opd tous otous Aoves, peiwpévn duvatdtnta
napaywyns evépyelas Kabws Kal evepyonoinon tns
anénwons peow BAX/BAK kal caspase-3. H ouvu-
NAPXOUOCd AOTPOKUTIAPIKN Uitoxovdpiakh duofeitoup-
yia au€avel v napaywyn o&EIBWTKDY NPOoIOVIWY
(ROS) nou og ouvdbuaoud pe tnv av&non tou evdo-
pitoxovdplakou aoPectiou duvatdv va npokanéoel
BAGPN TV KIVNTIKDV VEUPWOVWY. Ta EAATIWUATIKA
pitoxévdpia nou Bpiokovial otov okeAetkd Pud nAn-
ofov tns veupopuikns ouvayns Pnopei kar autd va
BAdyouv tous NANGIOV EUPIOKOUEVOUS VEUPMVES.

4. Oz1bwtikn biatapaxn

H Bewpia s ofeidwtkns BAARNSs n tou oeidbwukoy
stress otnv ALS npogpxetal kupiws and tnv auénuévn
unepoteibwon twv Ainidiwy, tnv auénuévn napaywyn
efelBepwv pIdiv kaBs kal and v UNEPEKPPACN
tou NRF-2 petaypagikol napdyovia. O tefeutaios
npokanei peiwon tou oEeidwtikoU stress péow augnons
ns yAoutaBeidvns, kaBuotepei tnv évapén tns vooou
Kal au€avel 1o npocdokiyo eniBiwons ota NEIPAPaTKA
poviéAna. Aev éxel anodeixBei edv ol oeidwtikés diep-
yaoies enoupfaivouv npwtonabs n eival anoténeopa
10€IkOTNTaS Npogpxdpevns and napanihaoia kKUtapa
[4]. Zn Bewpia auth owtnpiletal pia véa Bepaneia pe
éva avu-o&eldbwukd okevaopa (endaravone) nou €xel
NAPEI EYKPION OE OPIOPEVES XWPES.

5. Aiatapaxn tns a§ovikns pstapopds

Evbeiels autol tou nabBoyeveukoU Unxaviopou
npoépxovial and nabBonoyikés cuvabpoioels veupol-
vibiwv (NF) Adyw avaotonns tns npooBiddpouns pe-
tagopds, and avactodn s avadpouns pons péow
tou oupniodkou duveivns-Guvaktivns, efattwpat-
KAS PeTapopds twv pitoxovopiwy karl enifpdduvons

s avadpouns PYETAPOoPAs auENTKWY Napayoviwy,
onws tou NGF otous kivnukous veupaves. Enions
0€ nelpapaukd povénna napampnBnke auEnon s
avadpopns petagopds stress-death npwteivay, dnws
p75, caspace-8 kal Jun N-terminal Kinase (JNK) kal
avtiotoIXa peiwon twv NPOENIBILTKOY NPWIEVWDY,
Onws 10U pwoPopuniwuévou unodoxéa s TUpoaivns
kivéons (Trk) kail ths e§wkuttdpias signal-regulated
kivaons1/2 (ERK1/2) [4].

6. @Asyuovn - Avooorfoyikn éiatapaxn

Evbeitels ano ta diayovidiakd neipapatikd poviéAia
BeikvUouv evepyonoinon tns pikpoynoias, évoeiEn
guouns (innate) avoconoyikhs avtidpaons.

AlATapaxEs Twv KIVNTKWY VEUpOVwY Suvatdv va
npokanéoouv évapén twv naboyeveukmy diEpyacimv
otwnv MMZ karl va anefeuBepdaoouy emblopbwtkd
popia, 6nws CD200 kal ppaktadkivn Nou e tn osl-
PG Tous evepyornolouv ta VEUPONPOOTATeutKa M2
pikpoyAolaké kUTtapa. XNV NpwIPgn auth gaon o
P6M0S TWV ACTPOKUTIAPWY €ival ENioNs VEUPONPOOTa-
TEUTKOS O1a TS €KKPIONS VEUPOTPOPIKMY NApayovIiwy
Kal tns peiwons ofeibwtikns dpaotnpidtntas. Me v
népodo tou xpdvou Kal 1diaitepa ota dyiua otédia
s vooou avtiBeta kuplapXxoUv td veupotogikd M1
veupoynolakd KUTtapa nou and Kovou HE 1a EVEPYO-
noinpéva actpokuttapa napdyouv npo@eypovmoels
KuTtapokives kal eNeUBepes piles Kal eMtEivouv Ty
veupoekpunion [4, 6-9]. Avoooiotoxnpikes penétes oe
vwuafous pueious and diayovidiakd poviénia ALS
avédeitav ocuppetoxn s kuttapikns avoaias (CD4,
CD8 T Aepgokuttapa). Enions napawmnpeital evepyo-
noinon s XUpIkhs avooias énws dlaniotwinke and
NV avelpeon avuowpdatwy évavt Kavafidy 10VIwy
Ca, augnon twv eninédwv IgG otov opd, evandBeon
avoooo®alpivns Kal Napayoviwy cuuninpouatos
oto KNX acBevdv pe ALS kaBas kar avelpeon avu-
LRP4 avuowudtwy. EUAoyo kabiotatal 1o epwinpa
av avuowpata Ba pnopouacav va cupfdinouv atnv
naBoyéveon tns vooou. Ze nanaldtepes Yen€tes avo-
coopalpives and acbeveis pe ALS anodeixBnkav to-
€ikés oe kanNAIEPYEIES KIVNTKWDY VEUPDVWY dpdvtas
ota kavania wwv 16viwy Ca. Mpdoeata n Nabnukh
petapopd avoooodalpivns Nnpokdieoe diatapaxEs
ous TeNIKEs KIVNTKES NAGKES Kal ekpuAion Twv Kivn-
UKDV VEUPDOVWY OE NEIPAPATOlwa. AUCTUXDS OPWS
ta anoteféopata avoooBepaneias oe aoBeveis pe
ALS ntav anoyonteutkd: dev unnp&e avianodkpion
O€ avOOoO0TPOMNONoINTKA-avOoOKATAoTaATKA aywyn
(kopudovn, IVlg, alaBeionpivn, kukAoPwaauion,
BAaoctokuttapa k.4.), os 6 Bepaneia pe pivokukAivn
napatnpnBnke enideivwon.

Yhpepa o pdAos ToU avooonoinTKoU CUCTALIATOS
eivar yevikd anodektods. To peydno dpws epmtnua av
eival npwtonabns N CUUPETOXA TOU avooonoiNTKoU
N €NIPAIVOPEVO NAPAPEVEl avandvinto.
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Anfes enions mBavés aities eival n MabBoAoyikh
OUOOWPEUON MPWTEIVADY, N dlatapaxn VEUPOTPOPI-
Kov napayoviwy (Nogo-A) kal o niBavés péios s
eCwkuttdplas petaAndypévns Npwrieivns.

Yupnepaopatkd, n armodoyia tns véoou napapé-
vel dyvwotn. H MM Gev givar pid kAivikh ovidtnta,
annid éva cuvdpopo Kal undpxouv nodnoi kAvIKoi
unoétunol, noikidn nopeia kar npdyvwon (npoodokiyo
eniBiwons and Aiyous pnves éws >10 €n).

Ta euphpata os nelpapatkes Penétes eival noAnd,
adnd o1 enituxnpéves Bepaneies ota NEIPAPATKA Po-
viénna anotuyxdévouv otous avBpwnous. Anopével
nonus dpduos yia v Katavonon s aitonaboyé-
VEONS NS vOOOU. Ta EpWTNPATA NMOU YEVWWVTal gival
nonna:

1. Ynapxouv noddanAd naBoyeveukd povondua;

2. MNpokadouv tn vooo;

3. Eival €161Kd yia KAnoles HopPEs ns vooou;

4. Eivar koivoi 6pdpol pias anuoidas avudpacewy nou
n apxikn aitia ivar n naBonoyikh cucowpeuon
n.x. ins TDP-43;

To wagié1 tou aoBevous anod tnv évapgn
TWV CUPNTWHATWV HEXPI T SiIdyvwon

H npwipn didyvwon s NMMX eival onuavukn yia
v Npwipn noAugniotnpovikn (multidisciplinary) npo-
oéyylon twv aoBeviv n onoid éxel otdxo tnv napdta-
on s enifiwons kal tn BeAtiwon tns noidtntas {whs
tous. EminAéov, n npiun didyvwon enitpénel v
€ykaipn €icodo twv aoBeviv oe KAIVIKES PEAETES Kal
v napoxh tou katdAdAnAou xpdvou otov NAcXovia
KOl TNV OIKOYEVEIA TOU YIO TOV MPOYPAPUATUCPO Kal
I PUBUICN NPOCWMIKWY UNoBéoewy. Ytnv KAIVIKA
npaén eival capns n kaBuaotépnon Péxpl va tebei n
owoth didyvwon [10]. Kat' apxnv, and tnv évapén
TV oUPNTWPATwY Péxpl tnv avadhtnon 1atpikns Bo-
nBeias peconafei éva xpovikd didotnpa nepinou 3
pnvav. To didotnpa autd ennpedletal and dlapopes
napapétpous [11], 6nws n nAikia tou ndoxovia Kal 10
€105 TOU EVAPKTNPIOU CUPNTMWUATOS (M.X NEPIPEPIKA
puikh aduvapia dkpou, ducapBpia, avanveuoukn
buoxépeia). AANG kar oe eninedo 1atpikns oupBounns,
undpxel kaBuotepnon otn cwaoth dIdyvwon Napd tnv
Unapén KAVIKOV KpItnpiwv d1dyvwaons Kal Ty eupeia
b1adoon s nAnpo@opias o€ oxéon pe v MME. Qs
anoteNeoHa WV avwtepw, and tnv évapén twv ou-
pNTPdTtwy Péxpl tn owoth didyvwon peconael xpo-
viko diaotnpa nepinou 1 €tous (9-13 pnves), dSniadh
nepinou 1o 1/3 tns UOIKAS 10Topias tns vooou [12].

Eibikdtepa, n 1atpikn €18IKGTNTA TNy onoiav Npwtn
avadntd o aoBevns pe MM e€aptdtal and 1o ouuntw-
pa. Etol, 6tav NnpokKeItal yia NPOPNKIKA CUPNTtWPa-
tonoyia (buoapBpia-buopayia) cuvhBws 0 NPMTOS
yiatpos gival wtopivoiapuyyodoyos. Otav npodkertal
Yl Puikh abuvapia evds akpou, ouxvd n np@tn €161-
kétnta 1atpou gival opBonaibikés h veupoldyos, evid
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O€ NePINTWOoN avanveucotikhs duonpayias o Npwros
1aTPOS €ival Nveupovondyos.

‘Otav 0 NpW1os 1atPds Nou ektud tov acbevn eival
veuponoyos, NiBavd Peiwvetal o xpdvos s Siayvwaot-
khs kaBuatepnaons. Qotdoo, Npénel va onpelwdel ot
oe nepinou 30% twv veupondywv EePeUyel N CwoTh
di1ayvwon [13]. H didyvwon tns NMMX Eexivael pe v
kAIVIKA unoyia tns vooou Karl eniBeBaldveTal e tov
katdAAnAo napakAiviké €édgyxo. H kAivikh unoyia
TiBetal eUkoAa otV NPOXWPENUEVN YoPPh TS VOOOU,
onou gival npogavihs n onpgiofoyia npooBonins ava-
TEPOU KAl KATWIEPOU KIvNTKOU veupwva. Qotdoo, ota
apxikd ot@dia tns véoou, OE NEPIOPIOPEVES HOPPES TNS
vOOOU (M.X MPOWPNKIKA) " O€ JePovwPévn napouaia
dlaxutwv deopidbmoewy N/kal Kpapnwy, ugpiotatal
diayvwoukh cuyxuon [14].

O1 ouvnBéatepes AavBaopéves diayvmaoels gival :
oUvbpopo kapniaiou ocwAnva, pIlondBela, AUXeVIKN
uuefondBeia, ayyelakd eykeanikd ensicddio, ay-
yelakns artonoyias yeudonpopnkikh cuvdpopn Kal
puaoBéveia. Eivar npogavés éu n AavBaouévn didyvw-
on ouxvd odnyei og dotoxes kal duvnukd enikivbuves
yla tn {wh tou aoBevous Bepaneutikés NapePPAcEls,
ONws XeIPOUPYIKES enepPdoels o Nnocootd 8-13%
[15,16] A avooonoyikh Bepaneia.

ZUUNEPACUATIKA:

1. H kaBuatépnon n didyvwon s MMZ apopd Xpovi-
K& nepinou to 1/3 tns QuOIKhs nopeias s vooou.

2. Nepinou 1 otous 3 aoBeveis AapBdvel AavBaopévn
didyvwon kai nepinou 30-40% twv AavBaopévwy
dlayvoewy yivetal and veupondyous.

3. Eival onpavukh n eknaideuon twv veupondywy
Kal twv AAAwVY 1aTpIKDV €I6IKOTNTWY, OXEUKE HE
npo&gidonointkd cuunPata Kal onyeia.

4. Av kal n Bavatn@odpos katdAnén tns MNMZ eival
avandeeuktn, wotdéco n Npwiun didyvwon eival
ONPavuKA yia TNV éykalpn epappoyn Bepaneu-
UKWV NapepPaoscwy Pe otdxo tnv napdracn s
eniPiwaons kai tn BeAtiwon ts noidtntas {wns twv
acBevav.

Alagopikin diayvwon

H &idyvwon ts véoou otny Tunikh s Jopen PE T
KAIvIkd onpeia NpooBons Tou KevipikoU Kal MEPIPE-
pIKoU KIvnTKoU veupva gival kAvikn kal ebkodn. O
nAektpopuaionoyikés, dnws enions kal o unéAoinos
napaknivikéds édeyxos (Oopuovwuaia napakévinon,
aneikévion, diakpaviakds payvnukds epebiouds, aipa-
tonoyikés kal Bioxnpikds €Agyxos) eival anapaitntos
yia v eniBeBaiwon tns didyvwons, anid kai yia
diapopikh Sidyvwon ous ATunes JoPQES Kal yia
dianiotwon unokAivikhs Npoofoins Tou Kivnukou
veupva. Alagopikn Sidyvwals anarteitar Kupiws Pe:

1. ZOv6popo Kpaunwv-6eopIdwoswv: To oUv-
Opopo autd be cuvodeletal and puikh aduvapia,
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npooPdnnel kupiws tous peydnous pus, ol Seopidm-
OEIS Kal Ol KPAUMES €ival CUXVOTEPES petd and aunvia
Kal k6nwon Kal dev eNIGEIVOVOVTAl UE TO XPOVO.

2. Auxevikn pi{opueiondBeia: Zuvodeletal and
anyn kal aioBnukés Slatapaxés, dev UNGPxouv Npo-
UNKIKG oupntopata kal diayyvaoketal pe MRI.

3. AinAn na®onoyia: Auxevikh puedondBeia kai
noduveupondBeia: Mupapidika onyeia xwpis unep-
HUEAIKG Kal e aiobntikés dlatapaxés pe vawbpd n kal
Katapynpéva axinneia aviavakaotukd. To HMT kai n
MRI BonBouv otn didyvwon.

4. MNoAugouakn Kiv. veupondaBeia pe anoknel-
oMo aywyhns: Yuvavtdtal Kupiws o€ véous n pechli-
Kes pe eikdva aduvapias evos ouvnBws dvw Gkpou,
Xxwpis aloBnukés diatapaxés Kal 0 NAEKIPOPUCIO-
noyikos éneyxos eival anapaitos yia m didyvwon.

5. Muogius pet’ eykiciotwyv (IBM): Eppavie-
a1 pe NMepipepIikn Kupiws aduvapia xwpis aiobnukd
oupntwparta. I6iaitepa npoofafnovtal ol KAPNTAPES
twv daktAwy. Me to HMT dlaniotvetal evepyods
anoveUpwaon OTous JUS Twv akpwv anid kal otous
KOPUIKOUS.

To noocoukd HMI Ba pas BonbBhoel otnv unowia
10U VOohpatos pe tn dlaniotwon noAuPacIK®Y Kal
puonadnukwv duvapikdv. Eival xpdvio vdéonua kal
éxel enfons kaAUtepn npdyvwon and v NMMI.H Bi-
oyia puds Ba dwael tn didyvwon.

naviotepa pnopei va xpelaotel Slapopikh Sidyvw-
on pe GB, MG, LEMS, HIV, CMT, Post-polio syndrome,
GyKkous Tou vwuaiou puedou, ayyeliakd eykepanikéd
eneloodio, MoAupuociuda, deppatopuooiuda, dykous
Tou oteféxous, Kapkivopatmén unviyyitda, vwuaia
HUIKN atpo®ia, povopeikn puatpodia, nAsyuatiudes,
petakuvikn puedonieypatuda [17].

HAektpoguoiofoyikn diepetvnon tns MMX

Zkonoés s nAektpopuaoiofoyikhs diepedvnons tns
MM eival:

1. H eniBeBaiwon s npoofonns tou MKN.

2. H dianiotwon npoofodns og kAviké pn npooPe-
BANuéves NePIOXES.

3. O anokAeiopo6s dAAwv voonudtwy Nou Pnopei va
pigouvtal v MM

Ta 61eBvds xpnolponoloUpeva kpithpia yia tn O1-
dyvwaon s véoou eival ta El Escorial revised criteria
[18] kal Awaiji-Shima kpithpia [19].

H &iaywon BePaias MME anaitei kAivika n nie-
Ktpoguaolonoyikd euphpata npooPonns NepipepikoU
Kal KEVTPIKOU KIVNTKOU VEUPWVA O€ NPOUNKN Kal O€
2 annes nepioxés (dkpa-koppo) n o€ 3 enineda (kop-
HO, Avw-katw Gkpa). £1a Awaji KpIthpla n napouacia
BeopIBIKWY SUVAUIKDVY O YUS UE OTOIXEIa xpovias
anoveUpwons Bewpoulvtal I0odUvapa pe ta vIBIKE
Kal ta Beukd duvapika.

Ta &eopidiké autd, os aviiBeon pe ta kaionon,

gival ouxvé noAugaoikg, gival Nio cuxvd ota apxi-
K@ otddia tns vooou Kal cuvnBws PEIDVOVTal e TV
endeivawon tns PUIKhs aduvapias kar atpoeias Kal Pe
v gg@avion deBovwv vISIKWV kal Beukdv duvapl-
Kav. Anotefouv évdeiEn aotdBeias kal NpoéAeuons
and avaveupwEVES KIVNTKES povades. Mapdyoval
KUpiws otous nepipepikous d&oves kai tenikd vidia
kal niBavs kail ota Npoéobia képata (sikéva 1).

YUPQwva Pe ta Awaji kpithpia, n npoofodh tou
KKN dianiotwvetal kAiviké kal tou MKN pe kAvikd,
nAektpopuoypaikd n naBonoyoavatopikd oToIxXeia.
Anaiteital enfons n npoodeutikh embeivwon Ye ené-
ktaon s BAAPNs og AAAES NEPIOXES TOU OMPATOS KAl
anoucia nAektpo@uolonoyikwy, nabofoyoavatoui-
KWV Kal akuvonoyIK@V otoIxeiwy evoeikukmy dAnns
vooou [18].

Mpoopdtws ol Shefner et al [20] npdteivav nio
annd diayvwotkd kpithpla kal enions Bewpolv ta
beopIbIka duvapikd 1006Uvapa Twv IVIBIKMDV.

Neupoguaiondoyikda kpithpia MKN

1. Meiwpévo didypaupa peyiotns ekouaias cuona-
ons (AMEY) pe au€npévn (>10Hz) xpovikh eniotpd-
Teuon, ektos kal av ouvundpxel npooBonn tou KKN.

2.Evoeitels xpdvias anovelpwons: Actabn, peyd-
Ans &idpkeias, ouxvé peydiou UYous Kal auEnuévos
apiBuds NoAUPACIKMY SUVAPIKWDV KIVNTKDV HovASwY
(AKM).

3. Ivibikd kal Beuka duvapika.

Mpipya nAgkTpopuoypaPIk@ euphpata givar n
aotéBeia wwv duvapikdy, 1o heydno Uyos twv AKM,
10 peiwpéva diaypdupat peyions ekololas oUtonaons
Kal 1o augnpévo jitter.

O1 Kivnukés taxutntes aywyns (KTA) sival puoi-
onoyikés otnv MME. Mikph peiwon (ws 30%), 6nws
enfons Kal napdtaon tou tenikoU KIivntukoU Xpovou,
xapnnd yos puikv npokAntdv duvapikay kai d1d-
onaalis AUtV Pnopei va napamnpnBei ye kataypagpn
TV SUVAPIKDY and anoveupwUEVOUS, atpo®IKoUs
pus.

F-kOpa: To naBonoyikd F kUpata anotedolv éva
and ta npwipa niektpopuaolofoyikd euphuata oty
ALS [21].

O1 napduetpol twv F kupdtwy us onofes aglonoyou-
gal givar: 1. Mapdtaon tou AavBdavovios xpdvou. 2.
Meiwpévn ouxvétnta ékAuons (persistance) 3. Auén-
pévn xpovodiakupavon 4. Meiwpévn taxdtnta aywyns
(elkbva 2).

O1 aioOntuikés taxutntes aywyns (ATA) sival
ouolofoyikés otnv ALS [22]. lotoAoyikd dianiotdvetal
Ouws npooPonn tou Faotpokvnuiaiou VeUpou oto
70% €ws 90% twv acbevv pe ALS [23, 24] kabBws
Kal npooPBoAh kar twv Aentv Ivav [25]. Or Pougdahl
et al [26] Sianicwoav peiwpévn aioBnukn taxiutnta
aywyns n xapunié Uyos aiobntukou npokAntou du-
vapikou and to Faotpokvnuiaio veupo oto 17% twv
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Eikéva 1. NMoAupaoikd eopidikd duvapikd oe aoBevn pe NMMI

Right Biceps (EMG1)
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MM = MAayia Muatpo@ikh okAhpuvon

aoBevav pe ALS. Onol ol cuyypageis CUPPWVOUY OTO
OU pIKpES O1aTapaxEs tns aloBnTUKNs aywyns twv ne-
PIPEPIKDV VEUPWV Pnopolv va napatnpnBoulv otous
aoBevels pe ALS.

Alakpaviakos payvntukos epediopos (TMS): H
BAapn tou KKN eAgyxetal kAvikd kal pe 1o TMS. Oi
Eisen kal Weber [27] Bphkav xphaiyo 1o TMS yia tn
biayvwon BAapns tou KKN, ev ol Rossini kal Rossi
[28,29] ava@épouv 6T 0 KEVIPIKOS KIVNTIKOS XPOVOS
QVEUPIOKETAl OUXVA NAPATETAPEVOS E Kataypaph and
éva toundxiotov akpo. H aiwnnin nepiodos (silent
period (SP) aveupioketal ouxvé peiwpévn otn vooo. H
Napdtaon Tou KevTpIkoU KIvnTkoU Xpdvou o€ ouvOu-
aopo pe i pikph SP anotefolv 1oxuph évoeitn MML.
H peyann SP Bétel o augifonia tn didyvwon [30].
Mikph SP kal pgeiwpévn n anouca diapeconofiakn
avaotodn dianiotwBnke enions and tous Zanette et
al [31]. O1 Pouget et al [32] Bprkav gnions tn pikph
SP va €ival o nio euaioBntos dgiktns otn idyvwon
s ALS.

Métpnon tou apiBPoU twv KIVNTK®V Hovadwv
(MUNE): Extiunon og endxiota npooBeRAnuévous n
aoupntwpatkous pus. O1 Felice et al [33] avagpépouv

Neuponoyia 29:6-2020, 6-14

OU n pel€n tou apIBuoU twv KIVNTKWY Jovadwy eival
0 Mio uaioBntos deiktns yia v tekpnpiwon affaydhy
oty nopeia s vooou. H xpnon tns pebddou dev eival
OPWS TEKUNPIWPEVN YIa TNV eKTiunon tns ékBaons tns
vooou. Eival eminAéov e€étaon n onoia anaitei unel-
pia tou eCetaoth kal nonnés petpnoels kai enions dev
eival 61aB€oiun og dGAous Tous NAEKTPOUUOYPAPOUS.

Mpoyvwon-Mennovukés endiwgels: To 50%
twv aoBevav pe MM katannyel og 2-3 xpdvia kal Yé-
vov 10 20% eniPicovel 5-10 xpdvia. Xeipdtepn npdyvw-
on €xel N NPOUNKIKN pop®n. AcBeveis pe npwtonadn
nAiayia okAnpuvon éxouv kanUtepn npdyvwon annd,
onws kal ol difol xphdouv kal autoi ppovtidas Ndyw
NS €viovns onactkdtNtas n onoia kabiotd duoxeph
€ws aduvatn v autévopn Badion kal eEunnpénon
tous. H nveupovia and eiopopnon kal N avanveuotikh
avendpkela €ival ol KUpIOTePES aities Bavdatou.Xhpepa
yivetal npoondBeia, yia v kadutepn digpelivnon s
vooou va avadeixBolv napakAIvIKol avuKeIPEVIKOT
deiktes nou va avtavakAouv tn Agitoupyia Slapdpwv
naBonoyikwv SiEpyaci®y s véoou Kal va gival eUKo-
Aa petphoipol. Autol ol Oeiktes kafouvtal Blodeiktes
(biomarkers). Mnopei va givar diayvwaoukoi, npo-
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Eikéva 2. Melwpévn ouxvotnta €kAuons Kal PEIpPEVN
noikinopop®ia kKupdtwv F og aoBevh pe MME

05Hz¥ @
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yvwotkoi n Bepaneutkoi. O1 Siayvwoukoi Brodeiktes
npénel va epeavidouv euaioBnoia kal €16IKGHTNTA oTN
bidyvwon npo s geavions onuavukhs aduvapias
N O€ NPOCUPNTWHATKO OTédI0 OE OIKOYEVEIS HOPPES.

O1 npoyvwoukoi-Bepaneutkol Plodeikies npénel
va PonBouv otn Sidkpion og npwiya otadia petaty
twv d1apopwv Paivotinwy (Npolodoa vwtaia PUIKA
atpooia, npwtonabns nAayia okAnpuvon, povopueni-
KA puIkn atpogia n taxéws eCeniogdpevn MMY), va
npoPAénouv tnv evtonion Kal Ty NEPIOXIKA ENEKTAoN
s vdoou (MPOUNKIKA Yop@h, vwuaia gopen, npo-
oPofh avanveuoukwy puwy, NpooBoin avwtépwy
vonuk®v Aertoupyl®v) aAfd kai va petadniovial pe
v enideivaoon s vooou n Ye tnv Bepaneia.

O1 Biobeiktes unopei va eival yovidia (genomics),
npwtelviké pépla (proteomics), didpopa npoidvia
tou petaPoniopol (metabolomics) n €101kés anel-
KOVIOTUKES N veupopualofoyikés eCeTdoels (imaging-
electrophysiological markers), énws n.x. ékgpacn
dlapopwy unotnwv Aepgokuttdpwy (CD4 T cells,
Tregs), yeveuk®v unotwinwv (COORF72), NpwIEIVIKDV
popiwv (veuporividia otov opd kal to ENY), €ibikwmv
aneikoviouk®v (MRI, fMRI, DTI, MRS, PET) kal veu-
pooguaoionoyikav (MUNE, MUNIX, axonal excitability,
TMS) beiktav [34].

©¢paneia: Eva onpavukod epwtnua gival 1o yeyo-
vos OU ol enituxnpéves Bepaneies ota NelPAPatké
povtéNna anotuyxdvouv otous avBpwnous. Autd
unopei va cupBaiver 616u:

1. 01 SOD1 petaiiagels anotefolv pévo 10 2% twv
ouvonikdv ALS nepintoswy (Péxpl NPOTVOS Ta Nne-
ploootepa diayovidiakd poviéAna gixav tnv SOD1
petannagn).

2. Eival biagpopeukh n papPakokIivntikh Tou gapud-
kou o€ KGBe aoBevn.

3. O1 Bepaneies ota neipapatdlwa yivovial o Npo-
oupntwpatukd otddio.

4. Eival pikpo 1o péyebos tou Seiyuartos.

5. Ynépxouv npoBAnpata otnv noidtnta Kai 1o oxedi-
aopo twv KAvIkwv pefetdv (pdon lIl, xwpls enapkn
bedopéva and edon Il. MN.x. ektiunon dpactnpidn-
1as otdXoU, eUpous s boconoyias, NaPEVEPYEIES).

H PinouéAn énape éykpion anod to FDA to 1995 kai
ano v Eupwnaikh évwon 1o 1996 yia tn Bepaneia s
MMZ oav n povadikh kanws anoteAecuatkh aywyn
avaotéAdovtas t 6pdon tou MMoutapikol. KukAogo-
pei oe Siokia (Rilutek) kal oe evaiwpnua (Teglutik). To
teneutaio evbeikvutal yia tous acBeveis pe duokata-
nooia, alAd kal and ta apxikd otadia avandyws pe
v Npotipgnon tou acBevous, énws enions Kal yia 1o
evdexopevo penAovukhs dpvnons tou aoBevous otnv
andayn Bepaneias. H évoeIEh tns €ival N mpopnkikn,
n BeBaia kai n mBavh NMME. H évap€n s Bepaneias
npénel va yivetal 600 1o duvatdv vwpitepa [35, 36]
kal paivetal va kaBuotepsl v eE€MIEN tns vooou and
3-16 pnves [35, 37-39] pe Bpadutepn enibeiviwon s
puikns abuvapias Kal s avanveuoukhs AEToupyias.

H Pidouénn anopogdtal taxutata and 1o yaotpe-
VIEPIKO, MIO YPAYOPA PE TN HOPPN EVAIWPNPATOS.
Katd 97% ouvdéctal pe npwrelves, kal kupiws pe an-
Boupivn. MetaPoniletal and to kuttdxpwpa P450.
Oteidyvetal kal oxnpatiCetal o evepyods petaponitns
ns N-hydroxy-riluzole. o onoios evvetal ye yAukou-
povikd ofU oxnpatiCovtas O- kal N-yAukoupovidia.
Xpoévos nuioeias {wns 9-15 wpes. Anekkpivetal Pe ta
oUpd. Aappavetal pye adesio otopdxi 50mg/2 (10ml
x2). AvtévbeiEn ae XNA kal nnaukn avendpkeid, ota
naidid, otnv eykupoolvn kal oto BnAacud.

H Edaravone (avu-o&gibwukd okeUaopa) xopnyeital
evbopneRiws o Sidotnpa 6+6UNVOV KAl ENIPEPE!
peiwon tou puBuou embeivwons katd 1o 1/3. Exel
ndpel éykpion oe 4 xwpes (lanwvia, Kavadds,HMA,
EABetia [40-41].

Y€ JIa 1000 taxéws eCefioodpevn Bavatn@dpo vodoo
nony onpavukéd poéno diadpauartiel n katd o duva-
v Bentiwon tou eninédou {wns twv acbevav. Autd
unopeil va eniteuxBei e TNV avakouPIoTUKA-KATanpa-
Ovukn epovtida (palliative treatment). H Bepaneia
auth ouviotatal otV avVUPETWNIoN WV CUPNTWHATWY
Kal €ENINTWOEWY NS VOOOU OTN CWUATKA Kal YUXIKN
uyeia twv aoBevav.

Ta ouvhBn cupntdpata givar n puikh aduvapia, ol
beopdbmaels kal kpapnes, n ducapBpia, n ducpayia,
n onacukdnta, N dUonvola Kal N cuvalooNpatKN
aKpdreia.
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H puikn aduvapia avupetwnidetar ye v kivnon,
v koNUpPNon kal tnv puoikoBepaneia. H onaou-
KOTNTA peE 1o puoxanapwukd okeudopata (baclofen,
tizanidine hydrochloride, to&ivn tns adfdavtiaons).
Ma us kpapnes ouviotovial 6pwvia otn YepPpdvn n
ykapnagpyikd pdppaka (Benkn kivivn, Fkapnanevtivn,
Aefaupaketdun, kapPapadenivn, gavutoivn, dialend-
un). Na i ducapBpia-buopayia npoteivetar affayn
v SIaTPOoPIKWY CuvNBEeIv, avuxoAIveoTEPATIKA
okeudopata (nupidoouypivn) kal AoyoBepaneia kal
oe 1enik6 otddio yaotpootopia.la  cuvaicBnpatkn
akpdrteia (kAauaiyenos) ouviotval avu-katabninu-
k& okeudopata (n.x.6ounotetivn) [42]. H buonvoia,
oUPNTWHA avanveuotkns avendpkelas, avuuewwni-
Cetal ye xophynan ofuydvou, pn eneppatkd texvntd
agplopd (BiPAP) kal olvdeon pe avanveuothpa o€
teAiké otddio. H duokoifidtnta avupetwnietal pe ta
ouvNBn KivntonoinTikd tou eviépou, v evuddtwon
Kal tnv Kivntonoinon tou acBevous, n olendppola pe
n AAN avuxoAivepyikwy, éyxuon togivns tns affa-
vtiaons atous oiefoyévous adéves kal akuvoponia. Ol
NaxUPPEUOTES eKKpioEls Ye BAevvouTkd, avanveu-
oukh uoloBepaneia, evubdtwon Kal avappdpnon
pe €161kés avtdies. Ta adyn pnopsei va epeavifouv
peyadn noikifia otnv eviénion, otnv évtacn kal v
uph Kar avupetwniovial pe ta ouvhBn anid avanyn-
uKkd. Kanolies and us eniNtoEls ths vOOOU PJNopPEl va
gival ol Yuxikés diatapaxés kal xpNouv YUXIatpIkAs
napakonouBnons kal avupetnions. Or diatapaxés
ToU Unvou pnopei va ogpeifovtal og yuxonoyikn eni-
Bd&puvon n avanveuoukn avendpkela.

Onws yivetal avuAnnté ané ta avwiépw, N napa-
koAoUBNoN KAl AVUPETMONION AUTWDY TWV AdoBEVHDY
anaitei pia opdda 18IKmV ENICTNPOVWY PE ENOMNTEU-
ovta 1o Bepdnovia veupondyo. Autol unopei va ival
nveupovonoyol, yaotpeviepondyol, puoikoBepaneu-
1¢s, NoyoBepaneutes, PuxonNdyol-yuxiatpol, KoIVwVIKOf
Aertoupyoi, diaitondyol, €IdIKOi NEPT TNV AVAKOUPIOTIKA
laTpIkA, €161Koi nePl tnv anokatdotaon kal €Ee10IKeU-
pévo voonneutikd npoownikoé [2].
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H AYZAEITOYPIIA TQN EEQOOAAMIQON MYQN
2TIZ MYOIA®OEIEX

Eudyyeflos Avayvwotou

A" Neupodoyikn Kavikr Mavermotnuiou ABnvav, Alyiviteio Noookopigio

MNepiAnyn

O1 1ot0N0YIKES Kal VEUPOPUGCIONOYIKES 101aITEPOTNTES TWV EEWPOANUIWY UMY CUVEICPEPOUV OTNY NoAy
e€eibikeupévn Kal akplfh Asitoupyia tous, kKaBiothvias tous €ite 161aitepa euaioBntous €ite avBekukoUs o€
OUYKEKPIUEVA VEUPOUUTKA voohpuata avénioyad e tov unokeipevo naBoguaoionoyikd pnxaviopo.

H napouoa avackénnon Ba ecudoel TO00 oS CUXVES OCO KAl OUS ONaVIOTEPES HUONABEIES MOU €iTe €XOUV
oav KUpIo oUpntwua i duonetoupyia twv eEw@BAAMILY puwVv (UItoxovoplakés puondBeies, opBanuopa-
pUyYIKN puikn duotpopia, opBaduikh puooiuda, ducBupeoeldikh opBanuondBeia Graves) €ite napouaoid-
Couv nnidtepn ouvodod diatapaxh oPBANPOKIVNTKATNTAS EVM KUPIAPXOUVTAl GpAIVOTUMIKA and NapEcels o€
okeAguKkoUs pus.

EnminAéov, Ba culntnBouv ouyxpoves avaipaktes pébodor didyvwaons kal noootikornoinons s (duo)Ael-
toupyias v eEw@EBAAMIWY pUV Baoi{OPEVES OTNV VEUPOANEIKOVION Kal TNy nAektpopuaiofoyia.

Négeis eupetnpiou: eEweBanpiol pus, puonddeia, opBanponinyia, opBanpokivnuKoTNTa

EXTRAOCULAR MUSCLE DYSFUNCTION IN MYOPATHIES

Evangelos Anagnostou

1t Department of Neurology, National and Kapodistrian University of Athens, Eginition Hospital

Abstract

The distinct histological and neurophysiological features of extraocular muscles form the basis for their
extremely specialized and accurate function. This contributes to either their characteristic vulnerability,
or their resilience to particular neuromuscular disorders, depending on the underlying pathophysiological
mechanism.

The present review focusses on both common and rare myopathies that present with extraocular muscle
dysfunction as a core symptom (such as mitochondrial myopathies, oculopharyngeal muscular dystrophy,
orbital myositis and dysthyroid Graves’ orbitopathy) or involve eye movements to a lesser degree, while
skeletal muscle weakness predominates the phenotype.

Lastly, contemporary non-invasive neuroimaging and electrophysiological techniques used for diagnosis
and quantification of extraocular muscle dysfunction will be discussed.

Key words: extraocular muscles, myopathy, ophthalmoplegia, eye movements

Eicaywyh

O1 entd e€weBAuIol pus (6 otpoels tou opBadpou
Kal évas avelktnpas tou BAepdpou) napouaidlouv
OPKETES 1OI0OPPIES GUYKPIVOUEVOI PE TOUS YPOHHW-
T0US HUS TwV GKpwY, 1000 600 ws Mpos ta IotoAoyI-
KA XapaknpIiotké tous 600 Kal ws NPos v 1pono
veUPWONs tous and tous KIVNTIKOUS VEUPWVES TOU

Neuponoyia 29:6-2020, 15-20

otenéxous tou gykepdnou [1]. H kAaooikn katnyopl-
onoinon twv YUKV Ivv nou Bacietal otn diagpopd
s EKPPACNS NS pJuoaivns, dnws auth anavidtal o
YPOUHWTOUS Jus twv dkpwv, Oev Unopei va papuootei
otous e€w@BAnpIous pus, ol onoiol ekppalouy Tautd-
XPOVa ToUAAXIoTOV TE0CEPEIS TUMNous Papéwv afUowy
puoaivns [2-4]. K&Be eEw@Bdnuios pus anotedeital

3§ EAAHNIKH
7| NEYPOAOQTIKH
2=J ETAIPEIA



Eudyyenos Avayvaotou

and 6uo otoIBddes: pia e€wtepikh ANt Kal pia Eow-
epIkh opalpikn. KaBe otoiBdda nepinapPaver puikés
fves pe pyovhpn kar annes pe noAdanAn veupwaon, ol
tedeutaies pe nAeidda teAIKWY KIVNTKOY NAAK®Y Kb’
60 10 PhKos tous [2]. H IGPETpOos twv PUTKOV VOV
xapaknpiletal and onpavukh diakupavon kai gival
Katd péco OPO WIKPOTEPN AN AUTH TWV OKEAETIKWY
puv [1]. O1 napandvw 161a1tepdNTES twv eEwEBAn-
LIV JUV ouveIopépouv atnv nonU eEeIBIKEUUEVN Kall
akpIPh Aertoupyia tous kal tous kabiotouv efte 161aitepa
euaioBntous [3] eite avBekukoUs [2] o ouykekpIuéva
VEUPOPUIKA voohpata avanoya e TovV UMNOKEIEVO
naBoguaoionoyikd Pnxaviopo.

O eykéPanos twv NPWIEUOVIWY €xel avantugel pia
nAe16da diapopeukmy KUKAwPAdtwy enéyxou, k&Be
éva ek Twv onoiwv eEunnpetel Kal éva S1apopetko
€idos (oufuyous h pn) oeBaduikns kivnons. Kivhoels
Mou anartouy avantuén yeydnwy ywvIakmV TaXuThtwy
(ané 150 €ws kal 600 poipes 1o deutepdiento) dnws
ol oakkades h 1o taxu aiBouco-o@Banuikd aviava-
kAaoukod, dev Ba ntav eikés dv dev unootnpild-
viouoav and pia VEUPOPUIKN CUCKEUA avTiotoIxns
Bannioukns anokpions. Auth thy Asitoupyia v ava-
Aappavouv e€eibikeupéves eEWPOANUIES PUTKES fves
nou NepIEXouV v uneptaxeia puooivn MYH13 [5].

v napouoca avaokénnon Ba napousciactouv
1600 01 OUXVES GO0 Kal Ol onaviOTEPES HUondBeies nou
gfte éxouv oav KUpIo ouuntwad tn ducisitoupyia twv
e€wPBANpIWY puy, gite napouaidlouv hnia ouvodd
diatapaxn o@BaAPOKIVNTKSTNTAS £V KUPIAPXOUVTA
Qaivotunikda and napéoels oe okeetkous Pus. TéNos
Ba oculntnBoUv CUYXPOVES avaiUaKTES BIaYVWOTIKES
péBodol noootkonoinons s (buo)Aeitoupyias Twv
eCwEBANpIWY puwv Baci{dPeves otny NAEKTPOPUOI-
onoyia kal tnv veupoaneikévion.

MuondaBeies pe npoofoin twv e§u@Oanpiwy
HUGV

1. Muortovikn duotpogia

H puotovikn duotpogia wnou | (véoos Steinert)
xapaktnpiletal, yeta&u anfwv, and apeotepdneu-
pn BAepapontwon kabBs kal and, aaghn h AyOTEPo
évtovn, aduvapiao opBadpokivnukdy pudv. H tefeutaia
gival katd kavéva CUPPETPIKA yI' autd Kal onaviws ol
aoBeveis napanovouvtal yia dindwnia. O1 cakkadi-
Kés KIvhoels Twv opBanumy napoucidlouv eniPpa-
duvon [6] evd pe kataAAnies peBddous avixveletal
Siatapaxn kal twv Agiwv oeBafpIKWY KIVACEWY [7].
Yndpxouv evbeitels 6T n tefeutaia gival KeVIpIKAS al-
tuonoyias kal ouvbéetal pe BAaRes s Neukns ouaoias
O€ Bpeypato-Iviakeés nepIoxés [8]. H peiwpévn taxutnta
WV 0aKKadIKWY KIVAcewy opeifetal 1o niBavotepo oe
NEPIPEPIKOUS MAPAyovies. YNAPXEl HIXOYVwWHIa oxeukd
UE 1o €dv avukatonpilel pia, Suctpo@ikou Xapaktnpa,
Heiwon s puikns 10xUos h edv anotensi ékppaon evéds
HuoToVIKOU (palvopévou otous eEw@Bdanuious pus. To

YEYOVOS GT VEUPOPUOIONOYIKES TEXVIKES EXOUV anoOEiEel
n duvatdtnta napodikns BeAtiwons twv KIVNPATIKWOY
napapérpwy Uotepa and enavelAnppéves oakkades (oe
QVuoToIXia PE T0 PaIvopevo “warm-up” o€ pus twv
akpwv) Btel tnv NIBavotnta UNap&ns puoTovikoU TUrnou
buokonias anocUonaons otous eEw@BAnuIous pus [9].
H puotovikh duotpogia tinou 2 eival apgifonio edv
npooPdnael tou eEwBanpious pus dedopévou 6T dev
éxel pefetnBei enapkws und autod to npiopa. Mnopei
wotéoo va unootnpixBei 6u touAdxiotov KAIVIKE, N
Kivnukotnta twv opBadpwv gaivetal éu diacwetal.
Y€ pia pikph ogIpd NEPICTATIKWY avagépBnke 6t 7
otous 8 aoBeveis napouciacav vuotaypd avanhdnons
(rebound) katd tnv eniotpoen tou BAéupatos otny
npwtevouca B€on apou gixav napaueivel yia éva
d1dotnua npoonAwpévol os ékkevipo atdxo [10]. H
epunveia autoU tou euphpatos dev eival oagns.

2. OpOBaduopapuyyikn puikn duotpopia

Ta 6o xapaktnpIioukd ts véoou gival n BAEPapS-
ntwon kal n duogayia ta onoia ekdnAwvovial cuvn-
Bws petd 1o 40° £tos s nAikias [11]. Xapakinploukd,
n aduvapia tou avedkthpa tou BAspdpou nponyeital
APKETA XpOVIa NS eUpAvions KAIVIKA onpavukns du-
ogayias. H BAepapoéntwon evoéxetal va eJQavIoTel
apxikd etepénisupa, oUVIOPd OpWS (evios eB6oud-
dwv N unvav) npooPannetal kal o dnfos avelktnpas
0dnymV1as o€ Yia CUPPETPIKN Atmon twv BAEpdpwy
oTN CUVIPINTIKA NAEIOVOTNTA TWV NEPICTATKMY. H M-
on ival cuvhBws atefns kal ol acBeveis uioBetolv T
XAPOKINPIOUKN «0Téon TOU aoTpovOoU» (OTpoph Tou
NPOOCMNOU MPOS ta ENAvw Péow onioBias kAions tns
KeQANNS) NPOKEIPEVOU VA €XOUV AnPOOKOMNTO ONTKoO
nedio npos ta eunpods. EEwtepikh opBanponinyia
epavietal o peydno nocootd aoBevv otnv Nopeia
s vooou [12], kupiws pe tn yopen aduvapias tns
avw otpopns tou BAéupatos. H kKatw otpoph tou
BAépuaros eival katd kavéva kadutepa dlatnpnpévn
Kal gival N aitia tns Xxpnolpgotntas ms «otdons tou
aotpovopou». AvuBétws, n otdon auth dev anavidtal
o€ pitoxovopiakés puondBeies dGnou n Bapid opBan-
gonAnyia v kaBiotd dxpnotn.

3. Mitoxovépiakés puondOeies

O1 e€weBdnuior pus ival 1d1aitepa eudnwrtor oe
diatapaxés s pitoxovdplakns Aertoupyias. And
okonid s veupoo@Bandponoyias, SUo vooonoyikés
ovtdtntes napouaoidlouy 16iaitepo evblapépov: H Xpo-
via Mpoiotoa E€wtepikn OpBadponinyia (CPEO) kai
10 XUvbpopo Kearns-Sayre.

H CPEO €ival n ouxvotepn pitoxovdplakn puond-
Beia kal xapaktnpiletal and npoodeutkd nidevou-
pevn Bepapontwon kal opBadponinyia. Adyw s
161aitepa Bpadeias kal CUPPETPIKNS enideivwans, ol
aoBeveis otnv nisiovétntd tous dev napanovouval
yia dinAwnia [13]. Zuxva n BAepapdntwon nponyei-
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a1 TOU NEPIOPIOHOU s KIvNTKSTNTAs tou opBapl-
koU BoAPou, wotdoo undpxouv Kal NEPINTWOEIS e
opBadponAnyia xwpis PAepapdntwon. e aviiBeon
ue tnv opBanponAnyia, n BAepapdNIwon, av Kal
apeotepdnieupn, dev eival andAUTa CUPPETPIKA.

To ouvdpopo Kearns-Sayre napouaciddetal kAvikG
oav CPEO pe ouvobo penayxpwaotikn augiBAnctpo-
ei6ondBeia kal kapdiakh appubuia ye tn popPh KoA-
no-koifiakoU anokAeiopou [14]. Apketol aoBeveis
epavifouv augnpévo Nelkwpa oto ENY. Qs npos ta
veupoopBandponoyikd onpeia, 6ev diapoponolgital
ano v CPEO.

H veupo-yaotpo-eviepikh puondBeia gival va
anno, onavidtepo, pitoxovoplakd vdéonua nou evio-
1€ napouoidlel veupoodBanponoyikh onpeionoyia.
Opiopévol aoBeveis napouaidlouv BAepapdniwon
kal opBadponAnyia emnAéov tNs XapaKINPICTKAS
nofuveupondaBeias, AeukoeykepanondBbeias Kal evie-
pIkAs unokivnukdwntas [15].

4. Yndvies puondOeies

YUyyeveis puikés duotpogies 6nws ta ouvopoua ue
puikn duotpoia kai eykepano-opBaipikés duona-
ofes (Walker-Warburg, Muo-opBaipo-gykepanikn
vb0oos) kal n vooos Fukuyma npooBdAnouv ouxvd tous
eCw@Banpious pus. H kivnon twv opBanudv Kal twy
BRepapwv nepiopiletal ouxvd kal ous, cuvhBws Ppa-
béws eCeNioodpeves, ouyyevels HUONAOEIEs. L€ AUTES
avAKOUV N puondbeia pe Kevipikd pdppwua (central
core myopathy), n puondBeia pe pafdia vnuadivns
(nemaline myopathy), n keviponupnvikh puondBeia
(centronuclear myopathy), n puondBeia pe ducavano-
yia twv Ivav tinou 1 kai 2 (fiber type dysproportion)
Kal n yuondBeia pe noAdanAid pikpo-pop@omuata
(multiminicore disease). Mdaniota otnv tefsutaia n
eCwtepikn opBanponAnyia anotenel XapakmnpIoukd
ToU paivotunou [16, 17]. Ténos, onavies avantuglakes
diatapaxés, opeINOpEVES OE ANOTUXia evos N MEPIOOOTE-
pwv opBanuoKIVNTK®Y VEUPWY Va GTAcOoUV ToUS avii-
OTOIXOUS PUS OTNV MOpPEia ts ovioyéveons odnyouv o
ouvbpopa ouyyevous ivwaons twv eEweBAanuIwy Jumv
pe nAnyia twv opBadpik®y Kivhcewy [18]. Ztnv ibia
Katnyopia avAkouv Kal, oI aKOpa onaviotepes, nepli-
NtoEls ayeveoias evos N NeEPICoOTEPWV £EwPBAApIwY
pudv. Mpénel va onpelwbei 0T ol ouyyevels puondbeies
éws ohpepa opidovtal pe Bdon v iotonoyikn eIKOVa
ot Bloyia puds. MonAés and autés eaivetal Ot oxeti-
{ovtal e enikpatnukes A unosinépeves petanidgels
oto yovidio tns puavodivns, To onoio @aivetal ét naidel
onpavtuko péno otn Asitoupyia twv Judy twv opBan-
L@V Kal tou npoonou [19].

5. AuoBupeocibikn koyxondBeia
(«O@BaduondBsia Graves»)

H opBanpondBeia Graves €xel enintwon 10 ne-
plotatukwv ava 100000 kar apopd cuxvotepa us

Neuponoyia 29:6-2020, 15-20

yuvaikes. Mpokeltal yia autodvoon @Reyuovn pe au-
€non tou GYKOU TwV YUV Kal Tou KoyxikoU Ainous
Kal ouvoetkoU I0ToU WS anotéNeoua evandBeons
yAukoZapivoyAukavdv pe enakddoudn Sidxutn ivw-
on. Zuxvd ugiotatal AavBdavwy N kAvikd ékdnios
unepBupeosldbiopds, bev eival ondavia, wotdoo, Kal ta
euBupeoeldika neplotaukd [20]. v tefeutaia nepi-
nwon, n didyvwon unoaotnpidetal and v avixveuon
Bupeoeldikv autoavtoWUATWY.

Apxikd npooBannetal cuvhBws o Katw opBds Kal
0 éow opB6s pus. H opBanpondpeon éxel neplopl-
OUKA Kal OXI adUVAPIKE XapaKINPIoTUKE, 0dnydvias
O€ NEPIOPIOUO TS AVw OTPOPNS KAl TS €Ew oTpoPns
Tou o@Banuou. Yuvundpxel Babuds eEwebaApou Kal
avdaonaons BAepdpou. Ze Bapid npoofoin 6AwY twv
HUV evoéxetal va NPOoKUYEI oupnieon to onukou
veUpOoU PE peiwon tns onukhs ofutntas. EminAgov,
n ouvunap&n ue puaoBévela eival capms ouxvo-
tepn and 6u otov yevikd NnAnBuopd [21]. Xuvenws
xpelGletal Npoooxn ek PJEPOUs Tou KAvikoU yiatpou
NPOKEIPEVOU va anodaoel owaotd ta veupoopBan-
pofoyikd onueia og apiyn Graves opBanpondBeia
n/kal o€ cuvundpxouoa autodvoon diatapaxn s
VEUPOMUIKAS cuvayns.

Bepaneutkd didetal kopulddvn (apxikd evdopAé-
Bla) n onoia unopei otnv nopeia va cuvduaotel pe
alaBeionpivn. MapdAinAda, npwtapxikds otdxos &i-
val n eniteuén euBupeosldikns Aertoupyias. L€ Bapiés
NepINTWOEIS NpootiBetal n ecuakh akuvoBepaneia
TOU KOYXO0U, eV Pnopei va Napactel avaykaia kar n
XEIPOUPYIKA anocupnieon, 16iws €av éxel npooPinOei
Kal 1o onukd veupo. To kdnviopa eivar anodedelypéva
npodiaBeaikds napdyovtas yia tnv opBadpondbeia
Graves Kal ws €k ToUtou n Gueon diakonh autou eival
enBePnnpévn dnag kai webei n didyvwon.

6. OpOaduikn puooitiba

Ta aiua pAgypovmdous diINBnons twv EweBanuI-
wv yudv eival noikina. H opBanpikh puoociuda pnopei
va Napiotd JEPOVWHEVO PaIVOUEVO N va anotensi ek-
dnAwon ouotnpatkns puocitdas. Eviote eival éva ek
twv ekdNADoewv tou ouvdpduou Tolosa-Hunt, padi
UE US NAPECEIs Twv oPBAAOKIVNTIKDY VEUPWY, TV
€VEON TOU ENINEPUKOTA Kal TV Npontwon tou opBan-
pouU. H Bioyia og autés us NepINtoels avadeIkvUEl
dINBNaEls xpoviwv HOPPUOV PAEYHOVWOMY KUTIEpwY
[22]. ®Aeypovh eEweBAaAUILY YUV €xel napatn-
pnBei otn capkosidwon KabBms Kal 0 CUCTNHATIKES
ayyeliudes oto nAaiolo cuctnpatkoU epuBnuatwdoUs
Aukou, peupatosidous apBpiudas kal KOKKIWHATW-
ons tou Wegener. H cuotnpatukn nodupuooiuda kal
deppatopuociuda noAu ondvia eunnékouy tous eEw-
@BandpIous pus, watdoo, 16iws otn deppatopuoaiuda,
éxel neplypa@ei ouvodods opBanuikn puooiuda [23].

Apeon Aolpwbdns npoofonin and 1oUs h Bakthpia
éxel avapepBei oe opIoPEvES NEPINTWOEIS, Bewpei-
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1al wotodoo eCalpetkd ondvia. Enions ondvia ival
n o®Banuikh puociuda and napdoita (tpixivewon,
KUOTKEPKWON, EXIVOKOKKiaon, tofonAdopwon). Oney-
povn e§weBanpiwy pudv og iafnuols appwoTtous
oeinel va eyeipel tnv unowia JUKNTAoIKAs Aoipwens
andé aonépyiido h mucor.

Akuvonoyikn Siepelivnon e§w@OAApIwV HUGY

Opiopéves and us nabnoels twv eEweBanuiwy
MUV Napoucialouv XxapakinpIoUKES EIKOVES oTnV
anesikévion twv oPBanpIKWY KOYXWV Ol OMnoies ava-
deikvuovtal kanutepa eite pe MRI eite pe CT €ite kal
pe ouvbuaopod twv U0 TEXVIKWV.

H didyvwon ts opBanpondBbeias Graves, Ye n
ouvhBn apxikh npooPonin tou kdtw opBou kal v
ouvexeia Tou €0w opBoU puds unootnpidetal NAvia
ano v aneikévion twv opBanpIKoy Kéyxwv. Téoo
otwn CT 600 kal atnv MRI avadeikvietal naBonoyikn
aTPAKIOEIONS PEYEBUVON TWV PUWV XWPIS va UNGPXE
avtioTtoIxn peyéBuvon ous TevovUESs KAatapUOEls OTov
o@Banpiké PoAps. O adfoimoels aneikovidoval 16a-
vIKG o€ otepaviaies topes. H MRI, og avtiBeon pe tn
CT, ynopei va 81a(poponoINcEl ta apXxikd, pAeyuo-
vdn, and ta xpdvia otddia s vooou, kabws otnv
apxn to undpxov oidbnpa avixveletal Pe “short tau
inversion recovery” akoflouBies [24] unodeikvUovtas
éva kAviké napdBupo 6nou n avoookatactadtKkn
aywyh avapévetal va gival anoteAeopatikn.

H o@Badpikh puociuda (161onabhs h oto nAaicio
dAnNou —ouvnBws cuoTNPATKOU autodvooou- Vooh-
patos) Slapoponolgital aktuvonoyikd and tnv opBan-
pondBeia Graves 616t (a) apopd pdvo Tov évav KOYXo,
(B) npooPanner kal tov évovta Tou puds, (y) ekdnAm-
VETQI Tuxafa o€ kanolov anéd tous 6 eEwedanuious
HUS (OXI avayKaotukd oto KAtw Kal tov éow 0pB0), kal
(6) ouxva napapével og évav yu. inv MRI o ndoxwv
HUs €xel auEnpévo T2 ohpa, gival NENaXUCPEVOS Kal
npoonapPavel okiaypagikd [25].

O1 petaotdoels o eEw@BANUIous pus aneikovido-
VAl WS XWPOKATAKINTKES NAXUVOEIS TWV JUDV Ka-
tafapPavovias 6o 1o Phkos autdv. Meyadwvouv
B1axuta evids 10 PUOGS Kal €XOUV AVOUOIOYEVES ONpd
[26]. MpwtonaBbhs dykos €ival cuvhBws 1o peAdvwpa,
onaviotepa o Kapkivos tou pactou.

X€ apIyeis puondBeies pe kab' ungpoxnv npooPfonn
v EWPBAENUIWV JUWY, Ol ANEIKOVOTUKES TEXVIKES SV
éxouv pedetnBei ouotnpatkd. Eival, wotdoo, capes
6u 16oo n CT 600 kal n MRI kbyxwv e kataotodn
tou Ainous givar oe Béon va avadeiCouv tnv (ouvhBws)
OUMPETPIKA atpo®ia twv eEw@Bafuiwy pudv [27, 28].
Qs ek ToUToU, N akuvoAoyia PE TS TPEXOUOES EUPEWS
XPNOIUOMOIOUUEVES AneIKovVIoUkES peBddous, oup-
Bannel kupiws otn diapopikn SIAYVWoN Twv APIyoV
puonaBeicv, and kataotdoels npoofonins Tou KOYXou
nou 6ivouv XapaKINPIOTKES EIKOVES OMNWS AUTES MoU
avapépBnkav napandvw.

HAsktpouaoionoyikn Siepelvnon
oPOaAMIK®WV KIVAGEWV

H kAvikn veuponoyikn efétaon twv e&w@Banuiwy
HU®V e0Uddel 0NV avixveuon s Peiwons Tou eUpous
oTPoPns Tou opBanuou ot kdnola kateuBuvan, éxovtas
noAu xaunAn euaiobnoia o€ pikpoU BaBuou opBan-
ponapéaels. Eninféov, 1o yeyovds 6T ous puondBeies n
peiwan s puikns 10xUos gival oxeddv 1I06Mooa Katave-
pnpévn kai otous 6Uo opBanpous, dev ugiotatal napa-
AUTKOS oTPAPBICOS Kal KAtd CUVENEI anOTUYXAVE! Kal
n e&étaon pe Baon tn dinAwnia 1 v evaAnacodpevn
kaAuyn twv opBaniuwv. H veupopuaionoyikh NOCoTIKN
Kataypa®h twv o@BaApIK®Y KIVhcewy napéxel Aton oe
TET0IES NEPINTWOEIS apoU €ival o B€on va avixveUoel
noAU pikpés anfayés otnv KIVNPATIKA cuunepIpopd
twv opBadpmv. And 6nes us opBanpIkEs KIVAGEIS, N
Kataypa®n twv oakkadIKwV KIvAoewv napouctddel tny
peyanUtepn euaioBnaoia otnv avixveuon VEUPOUUIKMV
ouvbpdUWY Twv €E0PBAAUIWY PUDY, KaBms €5, ol
KIVNTKOI VEUPWMVES, Ol VEUPOUUIKES OUVAYEIS KAl Ol YU-
iKkés ives kanoUvtal va anodwaoouv og NonuU peyanes
enNItaxuvoels tou o@Banpou eniotpatelovias oplakd
MEYIOTES OUXVOTNTES EKPOPTIONS.

AveEdptnta and tnv €pyactnpIakh TEXVIKN nou
Ba enideyei yia tnv kataypapn twv KIvAoewv (OUp-
Bauké DC-nAektpovuotaypoypapnua, cucthpata
avtavakdaons unepuBpwy, Bivieo-opBanuoypapia
A payvnukd avixveuukd nnvia), éxel OexBei éu n pé-
ylotn taxutnta tou opBanpou katd tn dIApKEIa pias
oakkadikns kivnons gival noAu euaioBntos deikns na-
Bonoyias, ouykpivopevos pe AANES KIVNHIATIKES Napd-
HETPOUS OMws 10 €UPOS h N BIAPKEID TS Kivnons Tou
opBanpou [29, 30]. Ze avtiBeon pe tnv kateuBuvon
Kal 1o €Upos NS Kivnons, n taxutnta tou opBanpou
dev unokertal otov £lgyxo s cuveidbnons kal autos
eival évas andé tous Adyous nou Bewpeital kpioiun
VEUPOQUOIONOYIKN NAPAUETPOS, €XOVTAS TEKUNPIW-
pévn agioniotia kal euancbnoia cuykpIvopEVN PE TO
(nAéov un-xpnaolyonoloUuevo) nAektpouuoypdenua
twv eEweBapwy pudmv [31].

Kataypapés oakkadIKby KIVAGEWY €XOUV KATAPEPE!
oto napeABov va dei€ouv ouppetoxh twv eEwEBAn-
HIwv UV og puondBeies ous onoies, and kAvikNA
okonid, n o@BanpoKIvNTKSTNTA paivetal va pnv nd-
oxel [32-34] kal, avtiBeta, €xouv TEKUNPIMOE Ty dpTia
Aertoupyia twv opBAAUIKDY KIVAcEWwY OE puondbeies
onou iotofoyikd npounnpxav evoei€els npoofonins
twv eEweBAAIwY pudv [35, 36]. To pelovéktnua
s peBodou ival 6u, o aviBeon e tnv Yayvnukh
Todoypapia twv oPBaNUIK®Y puy, dev eival eupéws
b1aBéaiun napd pévo oe 1pItofdbuia kévipa drnou
undpxouv avanoyes kataypagikés diatd&els kal eEel-
BIKEUPEVO EMICTNUOVIKO MPOCWIKG
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TO MYAZOENIKO tYNAPOMO LAMBERT-EATON:
KAINIKA KAl HAEKTPO®YZIOAOTIIKA EYPHMATA
2E 35 AZOENEIX

Owyds Zaunénns, Eudyyenos Avayvaotou, Baoidikn ZouBenou, Nikéaos Kapavdpéas

EBvik6 kai Kanobiotpiaké Maveriotipio ABnvav, Epyaotipio HAektpopuoypagias kai KAvikis Neupogpuaioroyias,
1" Neupodoyikn KAivikni, Aryiviiteio Noookouegio

NepiAnyn

Eicaywyn-Xkonos: To MuaoBevikd ouvdpopo Lambert-Eaton €iva éva ondvio autodvoco napaveo-
nAaopauké n 161onabés npoouvanukd voonua. Lkonds s PeA€ns ival N NepIypaen twv KAIVIKWOV Kal
NAEKTPOPUOIONOYIKMY UpNPATWY otous acBeveis e MuaoBevikd olvdpopo.

YAik6-Mé£Bobos: Meplypdpoupe 35 aobBeveis pe Lambert-Eaton. O1 32 éxouv Slayvwotel oto epyactnpld
pas ané 1o 1991 péxpl onpepa kail 3 o 101WTKE voookoueia ths ABhvas.

Anotedéopata: O1 20 ntav dvdpes kai ol 15 Atav yuvaikes, péons nAikias 62,2 €n (35-81). Kevipopeikh
abuvapia napouciale 10 76,5% twv acBevav kar didxutn puikh aduvapia 1o 23,5%. Ta tevévua aviavakia-
oukd ntav vwBpd 1 katapynuéva oto 96,7 % kal 6Aol oxeddv eixav cupntopata ané 1o Autdvopo Neupikd
YUotnpa, kupiws Enpoatopia (86,4%) kal avikavétnta (93,3% wwv avdpv). H Sidyvwon tou ouvdpduou
éyIve katd péoov 6po 8,5 pnves and tnv epgdvion twv cupntwdtwy (0,5-48). Onor o1 acBeveis nAnpou-
oav 1a nAektpo@ualonoyikd KpIthpia tou cuvdpdpou. To olvdpopo htav napaveoniacuaukd oo 78,1%.
Mikpokuttapikés kapkivos nvedpovos (MKIM) dianiotwBnkeoe otous 21 and tous 32 aobeveis (65,6%) yia
tous onofous eixape didyvwon. e 4 acBeveis SianiotwBnke dAAN kakonBeia. Ta avuowuata évavu twv
unodoxéwv aketufoxonivns (AchR) ntav apvnukd o dAous tous acBeveis. Avtuomuata évavt twv dlauiwy
aopeotiou (VGCC) Atav Beukd oto 90,5% twv aoBeviv otous onoious avalnthBnkav (19/21).

Tupnépaopa: e aoBeveis ye dunn kevipouenikn aduvapia, vwBpd N katapynpéva tevovua aviava-
kAaotkd, Enpoaotopia kal avikavotnta, n didyvwon tou LEMS npénel va Aapfavetal cofapd un’ dyiv kal ol
aoBeveis va unoBdéniovial oe €Neyxo yia PIKPOKUTIapIKd Kapkivo NveUPovos.

Né€eis eupetnpiou: puacBevikd olvbpopo Lambert-Eaton, pikpokuttapikds Kapkivos Nvelovos,
napaveoniaopatkd olvdépouo, enavannnukds epeBIOPOS

LAMBERT-EATON MYASTHENIC SYNDROME. CLINICAL
AND ELECTROPHYSIOLOGICAL FINDINGS IN 35 PATIENTS

Thomas Zambelis, Evangelos Anagnostou, Vasiliki Zouvelou, Nikolaos Karandreas

National and Kapodistrian University of Athens, 1st department of Neurology, Aeghinition Hospital

Abstract

Objective: To describe the clinical and electrophysiological characteristics of patients with Lambert-
Eaton myasthenic syndrome.

Material: We present 35 patients with LEMS.

Results: 20 patients were male, and the mean age of all was 61,97 years (35-81). Proximal muscle
weakness presented 76,5% and generalized 23,5%. Tendon reflexes were absent or depressed in 96,7%.
The syndrome was diagnosed 8.5 months from the onset of the symptoms (0.5-48). Acetylcholine recep-
tors antibodies were negative in all patients and anti-VGCC antibodies were measured in 21 patients and
were positive in 19 (90,5%). All patients fulfilled the electrophysiological criteria for LEMS: Low amplitude
of muscle action potential at rest and increment after 15 sec of voluntary contraction, decrement at 3Hz
and increment more than 60% at 30-40Hz. The syndrome was paraneoplastic in 78,1% and in 65,6% a
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histologically verified small cell lung cancer (SCLC) was diagnosed. Four more patients were diagnosed with

other malignancies, mainly leukaemia.

Conclusion: In patients with atypical proximal weakness, absent or depressed tendon reflexes and
autonomic symptoms, mainly impotence and dry mouth, the diagnosis of LEMS must be considered and,
mainly in the older male subjects, the possibility of small-cell lung cancer must be seriously considered and
investigated. In the non-cancer LEMS group the prognosis is favorable.

Key words: Lambert-Eaton myasthenic syndrome, small cell lung cancer, paraneoplastic syndrome,

Repetitive nerve stimulation

Eicaywyh

To MuaoBeviké ouvdpopo (MX) Lambert-Eaton
(LEMS) (1) eivar éva ondvio autodvooo, 161onabés
n napaveonAaopatkd Npoouvantukd cuvopouo s
VEUPOUUIKNS olvayns pe cuxvotnta 0,75/ekattopupio
Kal enintwon 3,4/ekattopuplo (2). KAvikos xapakin-
piCetal and kevipopenikh kupiws abuvapia, vwBpd n
Katapynuéva tevévua aviavakAaoukd Kal cUPntdpa-
10 ané 10 AUTOVOPO VEUPIKO ZUotnua (Enpoaotopia,
biatapaxés owons k.An.) (1, 2). HAektpopuaionoyikd
xapaktnpiletal ané pia 1ada eupnudtwv: 1. XapnAd
Uyos oUvBetou puikoU npokAntou duvapikou otnv
npepia kal augnon tou petd and ekouoia cuonacn
10-15 sec. 2. Meiwon tou Uyous twv NpokANTwyV
OUVAPIKWVY PE PIKPH ouxvotnta epeBiopdtwy (3-5Hz).
3. Autnon twv npokANt®Y Suvapikwy, cuvhBws Jeya-
Autepn ané 100% otov tetaviké epebiopd (30-50 Hz)
(3-5). Ze nooootd 85%-100 twv aoBevv avixvelovial
otov op6 avuompata évavu twv dialAwv acPectiou
(P/Q VGCC) (6-10).

Y10 50-74% twv aoBevdv 10 olvOpopo cuvodeUe-
a1 ané kakénBes vednAaopa, KUPIws PIKPOKUTIAPIKO
nveupovos (MKI), 1o onofo otnv nAgioyneia twv
NEPINTWOEWY SIaYIYVWDOKETAI €VIOS 2 ETWV aAnd
bi1ayvwon tou ouvdpoduou (11-15).

H kAvikn kal nAektipopuaoiofoyikh eIkGva ToU CUV-
Opoduou b¢ biagpépel otous aobeveis pe kakonBela and
autous xwpis kakonBeia (11, 14, 16). Xto 16lonabés
MZX ouxvnh €ival n ouvinapén otov idlo acBevnh kal
anAwv autodvoowy voonpdtwy, 6nws Juacbévela,
Bupeoeibondbeia, cakxapwdns diahtns, cuctNpat-
Kos epuBnpatmons Aukos kal adda (11, 14, 17, 18).
O1 aoBeveis xwpis kakonBela éxouv kaAn npdyvwon
he pakpoxpovia eniiwon kai kadh noidtnta {wns
ge tn PonBeia ts katdAAnAns Bepaneutkns aywyns
(15, 19, 20).

YAik6-M£Oobos

Menethoape avadpopikd kal npoontkd ta KAi-
VIKG kal nAektpopuaoiofoyikd otoixeia 32 aoBeviv
pe LEMS ol onoiol napanéu@Bnkav oto epyactnpio
HAektpopuoypagias kar kAvikhs Neupopuaiodoyias
tou Maveniotnpiou ABnvav (Alyivhtelo Noookopeio)
andé 1o 1991 péxpl onpepa. Ta kAIVIKG OToIxela yia
1pEIS akopn aoBeveis pas xopnynBnkav and ouva-

6énpous 181IwTKMY Bepansutnpiwy ota onoia gixav
voonAeutei Kal dlayvwotel. Tpels pévov voonneu-
Opevol aoBeveis eixav napanepPOei pe v KAIVIKNA
unowia tou LEMS. O1 unénoinol, kupiws e€wtepikof
aoBevels, eixav otanel pe dlapopeukn didyvwon: Mu-
ondBeia, oopuanyia, kevipopeAikh aduvapia, K.AM.
Ma i &1dyvwon tou ouvdpduou nAektipopuaionoyi-
K& €npene va nAnpoUlv ta kdtwli kpithpia: Xapnid
UWos Tou PuikoU npokAntoU duvapikoU atnv npepia
and Tous PUS NS Akpas Xeipds Kal augnon tou Petd
ano ekovola cuonaon 10-15 sec, peiwon tou UYous
HUIKOU npokAntou duvapikoU og ouxvotnta epebi-
opwv 3 Hz kar augnon tou otov tetavikd epeBiopd
(30-40Hz) peyanutepn and 60%. Muikd npokAntd
duvapiké eNapPAaveTo anod Tous PUS TNs GKPAS XEIPOS
BpaxU anaywyoé tou aviixeipos (BAA) kal anaywyd
T0U pikpoU daktuiou (AMA) kal eviote kal ané to
Bpaxu exteivovia tous daktinous (BEA). H Sokipaoia
enavannnuk@v epeBIoU®Y eyéveto enions oto BAA
kal AMA e gpeBioud otov kapnd tou Méoou Kal
tou QAeviou veUpou avtiotoixa. H Bepuokpacia tou
Oépuatos diatnpouvtav peta&y 32 kai 34°C.

Anoteféopata

EARINA otoixeia unnpxav o NafaIdTEPOUS aobeveis
Kal apopoucav v Napouaia N gn avuowpdtwy, i
bi1ayvwon kakonBeias, kar kAvika kal NAEKTpoPUaIo-
Aoyikd otoixeia, dnws PaIvetal otous nivakes 1 kai 2.

Anoé tous 35 aoBeveis pe LEMS (Mivakas 1) o1 20
htav dvdpes péons niikias 64,5 ewv (53-73) kal ol
15 Atav yuvaikes péons niikias 59,4 e1wv (35-81). Ke-
vipopenikn abuvapia napouacialav ol 26/34 (76,5%)
aoBeveis kal diGxutn puikh aduvapia 8/34 (23,5%). Ta
tevovua aviavakiaotkd htav vwBpd h katapynuéva
010 (96,7%). Inpoctopia eixe 10 86,4% twv aoBevay,
avikavétnta 10 93,3% twv avdpv kal opBoKUCTKES
diatapaxés kal undtaon 1o 38,5%. H didyvwon tou
ouvOpOHoU €yive Katd péoov Opo 8,5 phves and v
EUPAvion twv ocupntwpdtwy (0,5-48). Onol ol acBe-
veis nAnpouoav ta nAektpoguaoiodoyikd KpIthplia Tou
ouvdpoépou (nivakas 2): 1. XapnAdd Uyos ouvBetou
pUikoU npokAntou duvapikoU otny npepia, ouvhBws
HIKPOTEPO Twv 5mV, evad o€ 4 Atav peyanUdtepo o€ éva
pu (Ews kal 10 mV). 2. AlEnon tou duvapikou Petd
ano ekouoia ouonaon 10-15 sec katd 30-7100%.
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MNivakas 1. KAvikd kal enidnpionoyikd otoixeia 35 aoBevav pe MuaoBeviké ouvdpopo

®dUfo

A=20, =15

HAkia: éin X (eUpos)

61,97 (35-81)

Muikh abuvapia N (%)

Kevtpopenikn
levikeupévn

26/34 (76,5)
8/34 (23,5)

OpBanponpounkikd cupntwpata N (%)

19/31 (61,3)

Tevovua aviavakiaotukd N (%) Nw6pd 10/31 (32,2)
Katapynpéva 20/31 (64,5)
®uoiodoyikd 1/31 (3,3)

Alatapaxés autovopou N (%) Enpootopia 19/22 (86,4)
Avikavotnta 14/15 (93,3)
OpB/kd, Yndtaon 10/26 (38,5)

Kanviopa N, (%) 10/14 (71,4)

AIGpKEIO CUPNTWPATWY NpIvV Ye 26 aoBeveis 8,5 (0,5-48)

n Sidyvwon (phves) X (eUpos)

KakonBeia N (%) 24/32 (75)
SCLC 21/32 (65,6)
Anfos 6ykos 3/32 (9,4)

Aidpkeia vooou 1610naBEs 13 € €ws ohpepa
SCLC 14,2 phves €ws ohpepa
Aeguxaipia 10,2 én

VGCC N (%)

19/21(90,5)

Anda autodvooa voohuata N (%)

2.A., Buegoelbns,Sjogren,BpopPokuttdpwals

9/26 (34,6)

Anna napaveondaopatkd cuvdpopda, N (%)

MonuveupondaBeia

13/29 (44,8)

MNivakas 2. HAsktpopuaolodoyika euphpata 31

aoBevav pe MuaoBevikd ouvdpopo

YMIA otnv npepia, mV (€0pos) BAA 3,53 (0,1-10)
AMA 2,95 (0,3-7)
BEA 2,49 (0,2-6)
AUEnon IMIMA petd ekovoia olonaon, % (eUpos %) | BAA 682 (30-7100)
AMA 550 (84-2000)
BEA 384 (76-1100)
Mtwon duvapikou ota 3Hz, % (Upos%) BAA 25,3 (7-51)
AMA 26,5 (10-50)
AUEnon duvapikou ota 30-40Hz, % (eUpos%) BAA 466 (22-1500)
AMA 203 (80-491)
BEA 252 (31-625)

YMMA = $0vBeto puikd npokAntd duvapikod,
BAA = BpaxUs anaywyoés aviixeipa,

AMA = Anaywyos pikpou daktiiou,

BEA = BpaxUs ekteivwv tous daktiious

3. Meiwon tou Uyous tou puikou npokAntou duva-
HIKoU o€ pikph (3 Hz) ouxvotnta epeBiopmv 30,4%
(0-56) kal yeyann augnon otov tetavikd epebiopd
(19-1500%). Xtous 24 and tous 32 (75%) acbeveis
yla tous onoious diaBétoupe otoixeia o oUvOpoUo

Neuponoyia 29:6-2020, 21-26

htav htav napaveoniaopaukd kal otous 8 (23,5%)
1610naBés. MK dianiotBnkeoe otous 21/32 aoBe-
VEis (65,6%). AUo akdpun énaoxav and Aeuxaiyia
(5,9%) kai évas anoé veupoevOOKPIVIKO HIKPOKUTIAPIKO
oyko aca@ous npoéneuons 9 xpdvia npiv. O1 duo
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teneutaiol aoBeveis gixav Beukd VGCC avuompata
annd o napakivikds €leyxos dev éxel oNokANPwWOET.
AioBnukn afovikn noAuveupondBeia dianiotwOnke
o€ 13/29 acBeveis (44,8%). MuonaBnukd duvapika
dlaniotBnkav oto 72% wwv aoBevav. Ta avuowata
£vavt twv unodoxéwv aketunoxonivns (AchR) htav
apvnukd o 6fous tous acBeveis. Avuowpata évavu
twv d1auAwv aoPeatiou (VGCC) avalnthBnkav o€ 21
aoBeveis kal Bpédnkav Betkd og 19, 6Aa oe acbeveis
pe napaveoniaopaukéd ouvopopo (90,5%).

Zulhtnon

‘Onol o1 aoBeveis pas nAnpouacav ta KAVIKE Kal nAe-
Ktpoguaionoyikd kpithpia tou LEMS (1-3, 5). To LEMS
eival cuvhBws napaveoniaopatkéd cUvOPopo O No-
00016 €ws 84% (11) kal o MK, €ival o nio ouvhBns
kKakonBns Gykos Mou napatnpeital otous acBeveis
autous (2, 11). And tous aoBeveis pas, vedniaopa
gixav 24 and tous 32 aoBeveis (75%), kupiws MKIM.
Andol kakonBels dykol, nAnv tou MK, avagépovtal
onavidtepa Kal nepiNapBdavouy veupoevOoKPIVIKO
Oyko nveupovos (18), Bupwpa (14, 21, 22), kapkivo
npoaotdtn 14 (23), Aeuxaipia (14) k.An. O1 Wirtz et
al (14) og avaokénnon 227 nepintoewy LEMS bia-
nictwoav kakonBn éyko oto 62%. 10 86% aut®v n
€UPAvion tou LEMS nponynBnke tns didyvwons tou
OyKou. Xt0 napaveonAdopatkd oUvOPOopo O BYKOS
eupavidetal cuvhBws ota dUo NpmTa xpdvia and tny
évapén twv ountwpdtwy, evd n didyvwon tou kabu-
otepeil éws Kal 5 €n (5, 11).

O1 Gutmann et al (12) Sianiotwoav kakonBeia oto
50% twv aoBeviv kar o1 O’ Neill et al (11) enions oto
50% twv aoBeviv, evid 010 84% AUtV ENPOKEITO
yia MK, ZUpgpwva Pe Tous ouyypageis, ol aobe-
vels pe LEMS egixav 62% miBavotnta va egpavicouv
MK eviés 2 etwv and tn didyvwon tou LEMS. Ol
nepioocdTEPOl and tous acBeveis pas (57,1%) ntav
avbpes 6nws cupPaivel oto 70% twv AcBevv e
LEMS (14). O1 acBeveis pe napaveoniaopatkod pua-
0Bevik6 oUvdpopo eival yeyanutepns niikias anod tous
aoBeveis pe 1610nabés ouvdpopo. XNV avaokonnon
v Wirtz et al (14) 6ol o1 acBeveis pe kakonBn
OYKo eP@Avioay tn veuponoyikh cuvbpoph o€ péon
nAikia 58 €y, evid autol xwpis kapkivo og nAikia
49,5 etwv. Me e€aipeon tnv anwnela Bapous nou
napatnpeital otous acbeveis pe LEMS kal kakonon
oyko, dev napatnpouvtal AAAes KAIVIKES DIAPOPES
otus 6Uo opdbes aoBevv. Ta vwBpd n katapynuéva
Tevovtia aviavakAaotkd, n Kevipopenikh aduvapia kal
diatapaxés and 10 autévopo veupikd cUotnpa eival
enions otaBepd kAivikd euphuata oto LEMS kar otous
acBevels pas, yia tous onoious gixape NANPOPOPIEs,
Atav Napovia o€ Nocootd 96,7%, 76,5% kar ndvw
and 94% avtictoixa.

To 44,8% twv aoBevav pas napouaciale kai ai-
oBnukh agovikh nofuveupondBeia. H cuvinapén

kal dNAwv napaveonNaouatkwy ocuvopduwy dev
€ival ondvia otous aoBeveis pe LEMS kal kapkivo:
MNapeykepanibikn ekpuion, noAuveupondBeia, eyke-
@adopueniuda, yeyovds nou evioxUel TNV anoyn s
napaveonAaopatkns GUoNS Tou cuvdpdpou (24-27).
210 nAEKTpOPUOYPAGNUa, Ta Huonadnukd duvapikd
10 onoia otous aoBeveis pas dianiotwBnkav oto 72%,
pnopouv va anobdoBoulv oe puondBeia anid kal os
Aeitoupyikd aiua.

Ta opBanpikd kal ta npopnkikd cupntwpata (61-
nAwnia, vuotaypds, nwwon BAepdpwy,ducapbpia,du-
okatanooia),avtiBeta and éu niotedetal ival apketd
ouxvé Kal cuvaviwval oto 50-78% twv aoBevav (11,
28). Xtous acBevels pas htav napoévia oto 61,3%.

Y10 LEMS kukAopopouv avuompata IgG évavu wv
kavandidv aoBeotiou kal Kupiws twv P kal Q winou
(VGCC) kar ouvaviwvtal o€ Nooootod > 85% twv aobe-
vav. O pénos twv avuowudtwy évavu twv diaunwy
aofeotiou oto LEMS &ev éxel dpws nAnpws disukpi-
vioBei. O titdos tous qaivetal va eival ave€dptntos
ané v KAVIKA €IkGva tou ouvdpdpou kabws kal and
v napouaia kakonBous dykou (2, 7, 8). Eva noco-
016 54% nepinou twv aoBevav ye MK éxouv anfa
napaveondaocuatukd cuvdpopa alid éxi LEMS kai
enions epgavidouv avuowuata (7). Ogukd avuowuata
napatnpouvtal enions oto 40% nepinou twv acBevov
ye napaveonfaopaukh napeyke@anidikh ekpuiion
and tous onofous poévov 1o 44% éxouv LEMS (27).
AvixveUovtal enions oto 23% twwv acBevav ye MAayia
Muatpoikn ZkAhpuvon (7). Ektés and v napouacia
WV avVIIoWPATWY, N autodvoon GUon Tou cuvopopou
evioxUetal oo and tn ocuxvh napouaia kal dAdwy
autoAvoowv voonpdtwy (Zakxapwdns diapntns, Bu-
peoeibondbela, peupatoeidns apBbpits, puacBévela,
ouotnuatikds epubnuat@dns Aukos K.An.) (11, 14)
600 kal and neipapatkes peétes LEMS (29).

To xapnA6 UYos Tou puikoU npokAntoU duvapikou
otnv npepia eival éva otaBepd nilektpopuaoionoyikd
eUpnpa otous acBeveis pe LEMS. HAsktpogpuaolono-
yIkd ol opoBeukoi aoBeveis eppavifouv xaunAodtEPo
Uyos puikoU npokAntoU otnv npepia kal peyanute-
pn petatetavikn au&énon and tous opoapvnukous
(16) kar o kaAUtepos nAektpoPualonoyIkds deikns
Baputntos tou cuvdpdpuou Bewpeital To UYOos Tou
oUvBeToU puIkoU npokAntou (IMIMA) otnv npepia (3).
O1 Chalk et al (30) 6ianiotwoav kadUtepn npdyvwaon
og boous aoDevels pe Kapkivo gixav npiv tn Bepaneia
puikd npokAntd duvapikd peyanutepo and 3 mV.
AU&non enions tou Uwous tou YMIMA otov tetavikd
epebiopd peyanutepn tou 60% Bewpeital diayvwot-
KA Tou ouvdpdpou (31). Onws duws napatnphBnke
otous acBeveis pas, puolonfoyikd IMIA kal augnon
tou Aiydtepo and 60% otov tetavikd epebiopud os
éva pu bev anokneiel 1o ouvdpopo. Mapatnphoape
ouaolodoyiké Uyos IMMA n/kar puoiofoyikh 6oki-
paoia enavadnnuk®v epebioudyv, kaBws enions Kal
un Slayvwotkh auénon tou IMIMA otnv ekouaoia oU-
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onaon n/kal otov Tetavikd epebiopd oe Evav pu Kal
naBonoyiké og dAnov. O nio a&idniotol eival o BAA
kal o AMA kal anaiteftar éAgyxos kal atous dUo au-
t0Us pus. Or Madison et al (4) avagépouv 6t napou
n puikh aduvapia oto LEMS eivar kevipopedikh, 1o
oUvOPOLO €ival YEVIKEUPEVO Kal oI Mo a&ldniotol JUeEs
yla tov nAektpopualonoyikd éleyxo Bewpolvial o
AMA, akodouBoupevos and 1o BAA.

H npdyvwon tou cuvbpdpou oto 161onabés ouv-
Spopo eivar kadn. H apxikh kafh puikh 10xUs Bew-
peital kands Npoyvwaotukos OEIKINS TNS NOPEIAS Twv
aoBevav. O Maddison et al (4) Silanictwoav onpavt-
KA BeAtioon twv KAIVIKWOVY Kal NAEKTPOPUCIONOYIKDV
EUPNUATWV KAl PEIWON TwV avUowpdtwy oto 45% twv
aoBevav tous petd Bepaneia ye avoookataotonn Kal
napakodouBnon éws kal 17 xpdvia.

H Bepaneia tou 161onabous cuvdpodpou ival ou-
untwpaukn: 3,4 diapivonupidivn (32, 33), kopuldvn,
nAaouapaipeon Kal Jakpoxpdviia avoookataotantkA
Bepaneia. Y10 napaveonAaouatkd, n NITUXNS avi-
HETMMIoN Tou GyKou ouxvd odnyel atnv Ugeon n Kal
nAnpn faon tou cuvdpdPoU Kal apvntikomnoinon twyv
avuowpdtwy (22, 30, 34).

Zupnépacpa

Monnoi aoBeveis pe LEMS napapévouv cuxvd adi-
AyvwaoTol yia apKeTo xpdvo N diaylyvdaokovial ws nd-
OXoVies and puacBéveia. H dtunn KAIVIKA €IKOVA PE
10 aioBnpa kdNwons, avavtiotoIxo Je T oxeukd kanh
HUiKA 10XU, 10 Katapynyéva tevévua aviavaklaoukd,
n Enpoctopia kal n kevipopenikh aduvapia npénel va
obnyouv otnv unoyia tou cuvdpodpou. O nAekTpo-
pualofoyikoés éAeyxos Ba eniBefaimoel tn didyvwaon
0€ N000OTO NMou ayyilel 1o 95% twov nepintogwy. H
avixveuon avuowpdtwy évavt twv Slaudwv aofeatiou
Ba eival pia nepaitépw enifePaiwon. Eva nocootd
60 -85% twv aoBeviv Ba avanti&el kakondn Gyko,
Kupiws MK, evids 2 €1@v and i didyvwon Tou ouv-
bpopou. Ibiaitepa kAIVIKE apvnTUKd NPoyvwaouKd yia
v napaveonAacuatki Uon Tou cuvOPdHoU OToI-
xefa €ival n yeyann nAikia tou aoBevous, n anwnela
Bdpous, 1o KANvIoua, N avikavotnta otous AvOpEs Kall
10 Npounkikd cupntuata (15). Enions to xapnié
Uyos Tou ouvBeTou puikoU npokAntou duvapikou
otnv npepia kaBws kal n napoucia dndou napa-
veonAaopatikoU cuvdpodpou. AcBeveis vedtepol o
nAikia, kal kKupiws autol nou ndoxouv kai ané anfo
autodvooo véonpa, éxouv noAnés mbavotntes va
naoxouv ano 161onabés LEMS kai va pnv gpgavioouv
kakonBela. Ytous aoBeveis autous eival anapaitnn
n Bepaneia n onoia Pentvel Ty KAIVIKA EIKOVA KAl
tous eEaopaniel pakpoxpovn Ikavonointkn eniiwaon.
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Euxapiotoupe us ouvadénpous AneEavopa Aviéln kal
®ouna Baoifapd yia thv napaxwpnon twv KAIVIKOY

OTOIXEIWV TWV TPIMV A0BEVDV.
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NEYPOMYIKEZ EKAHAQZEIZ THZ AOIMQEHE AMNO
TON 10 THX ANOPQIINHZ ANOXOANEMNAPKEIAZ (HIV)

Jogpia Epnudkn, Xpiotiva AaflakoUpa

Epyaotripio Knivikis Neupoguaiofoyias, Neuporoyiki Kiiviki, MNMaveriomuiakd Noookopigio Hpakieiou

MNepiAnyn

H Aoipwén and tov 16 s avBpwnivns avocoavendpkeias (HIV) npokanei ouxvd veupopuikés O1atapaxes,
o€ 6na ta otddia tns vooou. O aities twv dlatapaxwv autwv ival noAdaniés kal nepinapBdavouy v idia
n Aoigwén and tov HIV, tn duoAsitoupyia Tou avooonoiNTKOU CUCTAPATOS, CUVUNAPXOUCES VOOOUS, €U-
Kalplakés AolpmEEIS Kal AEPP@UATA ota NAdicia INS avoookataotonns, KaBMms Kal NapeVvEPYEIES TNS PAPUA-
KEUTIKAS aywyns. Ta tefeutaia xpovia, Pe v loaywyn s upnins dpacukdtnTas avipetpoikns Bepaneias
(highly active antiretroviral treatment-HAART) 10 npocddkipo (whs twv acBevav pe HIV, toundxioto ous
QVEMTUYHEVES XWPES €xel NANCIAcel autd Tou yevikoU nAnBuopoU, Pe anotéNeopa Ty upavion Xpoviwy
naBNoswv ToU NEPIPEPIKOU VEUPIKOU oUOTAPATOS, Onws noAuveupondbela. Y€ authy tnv avackonnon ou-
voyilovtal ol KUPIOTEPES VEUPOPUIKES ekdnAwaoels tns Aoipwéns and tov HIV atnv enoxn tns HAART. Ava-
PEpovtal ENions KATaotdoels Nou napatnpouviav cuxvotepd oto napefBov, afnd eCakonouBolpe va us
ouvavtoUpe o€ napapennuévous acBeveis.

Né€eis eupetnpiou: noduveupondbeia, npoofonn KivnukoU veupwva, puacBéveia, puondBeia,
uynins 6pactikdtntas avupetpoikn Bepaneia

NEUROMUSCULAR MANIFESTATIONS OF HUMAN
IMMUNODEFICIENCY VIRUS (HIV) INFECTION

Sophia Erimaki, Christina Dalakoura

Laboratory of Clinical Neurophysiology, Department of Neurology, University Hospital of Heraklion

Abstract

Human Immunodeficiency Virus (HIV) infection often causes neuromuscular disorders, at all stages of the
disease. These disorders have diverse etiologies, including HIV infection itself, immune system dysregula-
tion, co-morbidities, opportunistic infections and lymphomas in the context of immunosuppression, and
side effects of medication. In recent years, with the introduction of highly active antiretroviral treatment
(HAART), the life expectancy of HIV patients, at least in developed countries, has approached that of the
general population. Thus, HIV patients also develop chronic diseases that affect the peripheral nervous
system, such as polyneuropathy. This review summarizes the major neuromuscular manifestations of HIV
infection in the HAART era. Conditions more frequent in the past but still found in patients diagnosed at
an advanced stage of the HIV infection are also mentioned.

Key words: polyneuropathy, motoneuron disease, myasthenia gravis, myopathy, highly active antiretroviral treatment

Eicaywyh onetoupyia Tou avooonoiNTUKoU CUCTNPATOS, N onoia

To Luv&popo Eniktntns AvocodoyikAs Avendpkeias  €Val npoodeutkns pUoEWs kar Bavatnedpa xwpis ai-
(AIDS) npokadeital and Aoiuwén and tous 1oUs tns  toAoyikN Bepaneia. Adyw tns npoodeutkns eE€AIENS
avBpmnivns avoooavendpkeias wnou 1 kar 2 (HIV1  Adn and ta npwta xpovia s navdnpias 1o Kévipo
kal HIV2). Autoi ol petpoioi npokafoUv cofapn du-  Enéyxou Noipiéswv (CDC) twv Hvwpévwy Moniteimy
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otablonoince tn Aoipwgn and HIV og katnyopies,
avanoya pe tov apiBud twv CD4+ Nepgokuttdpwy Kal
us kAvikés ekbnAwoels nou eupdvidav ol aoBeveis'.

Avanoya pe tov apiBud twv CD4+ Aeupokutid-
pwv, ol aoBeveis Katatooovial OE TPEIS KATNYyopIEs,
oUpPwva Pe tov nivaka 1.

A&iCel va onpeiwBei 6T yia tnv katdtagn xpnaol-
ponoigital o xapnndteEpos apIBuods AgppokuTtdpwy
Mou éxel KataypaQei oto 10TtopIké kaBs aobevous, o
onoios dev gival kat” avéykn o nAéov Npéo@atos. MNa
napddeiypa, av évas acbevns pe apxikh uuh CD4+
Aepgokuttdpwy 350/uL NdRel Bepaneia kar auEnoel
tov ap1Buo tous ndvw ané 500/mL, e€akonoubei va
Katatdooetal otny Katnyopia 2.

Avdénoya pe s kAvikés ekdnAmaogls tns Aofpwens
ané HIV, ol aoBeveis katatdooovtal o€ TPEIS Katnyo-
pies, oUPPWVA PE Tov nivaka 2.

Kai og authv tnv nepintwon av évas acBevhs exdn-
Awoel ndBnon avwtepns katnyopias Kal Bepaneutel
anoé auth, dev Ynopel va eNIoTpéwel otnv Npdteph Tou
Katnyopia. Me Bdon ta avwtépw, évas aobevns pe HIV
nou spgavicel nepipepikn veupondbeia, € opiouou
Katatgooetal o otddio toundxioto B1.

Neupopuikés ekbnAwoels tns AoipwEns
anoé HIV

O1 veupopuikés ekdnAwoels tou HIV noikinouv
avanoya e 1o otddio tns vécou. Mia katdtagh tous
bivetal otov nivaka 3.

H anoppuBuion tou avoconointikoU CUCTAPATOS
eival unafua yia tv npdkAnon BAafmv ota apxikd
otadia. Mpaypau, n ekfekukn endtiwon tou apiBuou
v CD4+ puBuicukmv Aep@okuTtdpwy ENAyEl TNV
evepyonoinon dndwv nAnBuopdv CD4+ Agpgokut-
pwy, Pe anotéfeopa tn didxutn diéyepon twv B-
AEPPOKUTIAPWY Nou napdyouv aviiowpata KaBws Kal
twv CD8+ KUTIaPOTOEIKMY AEUPOKUTIAPWY?. L€ MIO
npoxwpnpéva otddia, pye nonu efattwpévo aplBud
CD4+ Aegppokuttdpwy, N KUPISGTEPN aITia VEUPOUUI-
KoV ekdNAMOEwWY gival ol eukalplakés AOIUWEEIS Kal To
Aéupwpa. H ouxvétnta eppdvions autdv twv diata-
paxmv napouacidlel onpavukn petaBAntdtnta, KabBms
e€aptatal and v npdofacn Kal tn CUPUOPPWON
otnv uynihs dpacukdtntas avupetpoikh Bepaneia
(Highly Active Retroviral Treatment — HAART). Ztnv
avaokoénnon auth Ba avanUooupE TS CUXVOTEPES
VEUPOUUIKES ekONAMDOEIS HNws autés dlapopemvovtal
petd v eicaywyn s HAART. Ba avadlocoupe gnions
ekdbnAwaoels nou htav ouxvés nanaidtepa anid wwpa
napatnpouvial yévo o€ napapennuévous acbevers.

MNivakas 1. Katdtaén aoBevv pe HIV avanoya pe tov aplBpé CD4+ Aspupokuttdpwy

Katnyopia ApiBpos CD4+ Agpgokuttapwv/pL
1 >=500
2 200-499
3 <200

MNivakas 2. Katdtaén wwv aocBevav pe HIV avanoya pe us kAIVIKES ekONADCEIS

Katnyopia A

Katnyopia B

Katnyopia I

Acupntwpaukn Aofpwén

Kavuvtiaon

Eukalplakés AoIpwEels

Eppévouoa yevikeupévn
Aeppadevondbeia

Auondaoia tpaxniou phtpas N kapkivwpa insitu | AolpgdEels and epnntoikous (HSV)

O€eia oupntwpatkn Aoipwén
ano HIVA 1otopikd auths

®Agypovwdns véoos nuénou

Eykepanikh tofonAdopwon

Mupetds > 38.5°Ch didppola yia >1 phava NEPOWUa

/Aeukonnakia otduatos

EykepanondBeia Adyw HIV

‘Epnins {wothp, touddxioto 6Uo eneicddia Kaxetia Adyw HIV

A enivépeon >1 eppatotopdou

I610naBhs BpouPRonevikh nopeupa

Aiotepiwon

Mepipepikn veupondabeia
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Mivakas 3. Katataén wwv veupopulkdv ekdnAdoswv otn Aoiuwén and HIV

Apxika otaéia

Mpoxwpnpéva otadia

NeupondaBeies

YUvépopo Guillain-Barré (AIDP)

Mepipepikn aioBnukn noAuveupondBeia

(CIDP)

Xpoévia pAsypovmdns anopuedivwtikh noAuveupondBeia

Xpoévia pAsypovmdns anopuefivwtikh noAuveupondBeia

Bpaxiovia niegiuda

Movoveupiuda

Movoveupiuda-MNoAdanin povoveupiuda

MoAdanAh povoveupiuda

Mpoofoin KatmIeEPOU KIVNTKOU VEUPMVA

Taxéws eCeAioodpevn MnoupISIkh ouvdpopn

YUvdpopo didxutns Agppokutapikhs diNBnons

Autoévopn veupondBeia

MuondaBeies-61atapaxés veupopuikns olvayns

Neupopuotovia

Muond&Beies oxet(OPeVES e PAPUAKT

Bapeia puacbéveia

Zidovudine (AZT)

®dAsypovmdns puondbeia

Adda edppaka

MuondBeia pe evdokuttdpla éykneiota

Kaxe€ia

Muoociuda ané Aoiudon aita

Avendpkela Kkapvitivns

Nekpwukh puondBeia

Muond@Beia pe evbokuttdpia éykAeiota

Ténos, Ba avagepBoupe og pePIKES KATAOTATEIS MOU
napatpouvial ouxvdtepd tefeutaia, ota nAaicia tns
anoKataotaons s AgItoupyias Tou avooonoinukou
OUCTAPATOS.

MNepipepikn aioOnukn noAuveupondaBeia

Autou tou €idous n nofuveupondBeia ival n Kuplo-
tepn ekbnAwon s Aoipwéns and HIV oto nepipepikd
VEUPIKO ouotnpa. Epgaviletal o€ nocootd >50% twv
aoBevav pe npoxwpnuévn Aofpwén and HIV3kai gival
n ouxvotepn noAuveupondBeia nou epgavifetal otnv
enoxn s HAART“. Yndpxouv neipapatukd dedoyéva
nou gunAgkouv 1Goo v yAukonpwteivn gp120 éco
kal anfes enipaveiakés npwrteives 1ou HIV otn yéve-
on s>, O1 NpWTEiVES AUTES ENAYOUV TNV €KGPacn
NPOPAgYHOVWAWDY KUTOKIVAY, OMNwSs N IVTEPPEPSVN Y
Kal n vtepieukivn 1P, ol onoies npokanolv peiwon
T0U apIBPoU Twv VEUPITKWDY NpoBoAdv Kal VEKpwaon
VEUPMVWV OE JIKTES KANNIEPYEIES KUTIAPWVY vwTaiwy
yayyniwve.

H nepipepikn aiobnukh nofuveupondBeia tou HIV
bev pnopei va diakpiBel kAvikd h 1otoAoyikd and tnv
NEPIPEPIKN oupPETpIKh noAuveupondbeia mou napa-
npeital getd and xpnon twv dibeofuvoukAeoaldikmv
avaotoéwv tns avdotpo®ns tpavokpintdons tou HIV
(stavudine,didanosine, zalcitabine). Miotevetal éu n
10§IKN dpdon twv PapPAKwWY AUtV aoKeTal HEoW

Neuponoyia 29:6-2020, 27-40

s IKavoTNTds Tous va avaotéAfouv t JItoxovopiakn
nonfupepdon y, ye anotéAeopa th CUCOWMPEUCN YE-
tanA&&ewv ota yovidia nou kwdikonolovv ta eviupa
s avanveuotkns anucidas’, tnv KataoTPoPn Twv
pitoxovopiwy Kal €ios t BAAPN veupwvwyve. Daive-
tal 6 6u pepikoi NoAUPOPPIoUOI OTO PIToXoVOPIaKd
DNA endyouv n npootateUouv and tnv ekdhAwon
s nofuveupondBeias autns® 1°.

Aidpopol andor napayovies gaivetal va autavouv
v NBavotnta ePEAVIoNS CUPNTWHATWY NoAUVEUPO-
naBeias. Etol n nepIpepikn aioBnukh nofuveupona-
Beia paivetal va oxetidetal pe tnv augnon s nAikias
v a0Bevv kKabBms to NPocdokiPo eniBiwons tous
éxel Napatabei oNUAVTKA UE TS VEES AVUPETPOIKES
Bepaneies'. O cakxap@dns Slantns, n Mo cuxvn
artia nepipepikns aloBntikhs noduveupondBeias oto
yeviké nAnBucopoé gaivetal va ennpeddel v epedvion
oupntwpdtwy kal otous aoBeveis pe HIV'2, Opoiws, ta
au€npéva tpiyAukepidia oto petafonikd olvopopo’s,
N n éAfsiyn Brapivay, énws n B12%, eaivetal va
au&avouv v niBavotnta ekdNAwWOoNSs CUPNTWHATWY.
Ténos, onpavukd péno oty naboguaionoyia éxel Kal
n katavénwon afkodn, n katxpnon Tou onoiou gival
ouxvh otous aoBeveis pe HIV?.

KAvik@, ol ndoxovies avagpEpouy Kupiws aiobnu-
K€s dlatapaxes pe katavoph kantoas-yavuou, 6nws
napaioBnoies, alpwbies, aioBnua tdoews, névo-
unepndabeia-unepanynoia-aAdoduvia, eV n KIVNTKA
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Aertoupyia ival noAu Aiydtepo ennpeacpévn’. n
veuponoyikh e€étaon Slaniotwvovial onpeia duonel-
Toupyias aIoBNTUKWV VOV PE EKNTwon otny aviinyn
ns nandaioBnoias kal tou BeppoU-yuxpou pE Kata-
voph KaAtoas, nou pe tnv npdodo s vOOooU ENeKTE-
VETaI KEVIPOPEAIKOTEPA evd eppaviovtal onyeia and
10 dvw dkpa og katavoph yavuou. H avtidnyn B¢ons
peAWV oTo XWPOo Kal N Kivnukn Agitoupyia gival Ayo-
TEPO ENNPEACHEVES. ATPOPIES TWV NEPIPEPIKWDV JUDV
TV KETW Akpwv epgavifovial oe NoAU npoxwpnuéva
otadia. Ta axifdeia avtavakAaoukd eival efattwpéva
O€ OX€ON e Ta eniyovaua, ta onoia ouxva aveupioko-
vtal nodu dwnpd, Adyw ouvundpxouoas NpooPonns
TOU KEeVIPIKOU VEUPIKOU ouothpatos and tov HIV.

O veupoouaoionoyikos €Agyxos eival cupPatos pe
NePIPEPIKN, KUpiws aioBnukn noAduveupondbeia
atovikoU tunou: peiwaon tou UPous twv aloBntkmv
OUVAUIKWY PE PIKPN fows Peiwon Twv Taxuthtwy
aywyns (TA). Ta npokAntd puikd duvapikd (MMA)
eival evids puolodoyikdyv opiwv v ol AavBdvovies
xpovol (AX) twv kupdtwy F h tou avtavakdaotikoU
Hoffmann pnopei va sivar enagpd au&npévol’.
Y10 nAektpopuoypdenua (HMT) ouvhBws aveupi-
oketal eNaepd xpdvia veupoyevhs avadiopydvwon
KIVNTIKDV PJovadwy OTous NePIPEPIKOTEPOUS HUS,
ev onavidtepa avadeikvuovtal Aiya onpeia ofeias
anovelupwons'®. Mepikés popés, Ndyw npooPonns
KUPIWS TV PIKPMV apUeAwY VEUPIKWDV VAV, O VEU-
pogualonoyikds Aeyxos eival puolooyikos'. Yn
Bloyia veUpou aveupioketal ekpURion veupa&ovwy,
anwAieia agUeNWY VEUPIKWY IVOV Kal diapdpou
BaBuou S1NBNoN twv NEPIPEPIKDY VEUPWV KAl TWV
votaiwv yayyniov and gakpoedaya'.

H &iayvwon tus nepioodtepes Qpopés gival eukonn
ano v kAvikA &étaon pévo. O veupopuaolonoyikos
éneyxos ouvnBws yivetal yia tov anokigioud dnnwy
KATaoTdoewy, KUPiws anopueNiviwtKhs NoAUvEUPO-
néBeias h noAdanAdns povoveupiudas. Enf apvnu-
KoU enéyxou, n Biowia 6éppatos pnopei va avadeitel
onpavukh eAdTIWon twv evOOOEPUIKWDY VEUPIKMDV
IVQOV Mou OXeUCETal E TNV KATAVOUN TwV aloBNTUKOV
biatapaxv?® 2. H CUPPETOXN TV PIKPWV IVDV UMNo-
pei enfons va GlaniotwBei pe €161kés dokipaaoies tns
Aertoupyias tou autovopou?. MapdnAnAa, npénel va
anoknelotouv dnda aita noAuveupondBeias dNws n
katavanwon ankodn, n Unap&n cakxapwdous diafh-
tou N naBonoyikns avoxhs otn dokipaacia yaukodns,
n éAdeiyn Bitapivns B12 kaBs kai n Aoiywén and 16
nnatiudos C, Nou eival apketd ouxvh og aoBeveis pe
HIV nou kévouv xphon evbo@AePiwv vapkwukmv?.
Enminnéov, npéner va aflonoynBei n avupetpoikn ayw-
yN tou aoBevous Kal va eleyxBei 1o Aoind papuakeu-
KOS 10TOPIKO TOU YIa €KBeoN o€ veUPOToEIKG papuaka
6nws n.x. xAwpapeevikdan, dayodvn, aiBapPoutonn,
iooviadidn, petpovidaldnn, Banidopidn, Bivkpiotivn.

H Bepaneutkn napéufacn otnv NePIQEPIKA al-
oBnukh nofuveupondBeia tou HIV €xel oav otdxo

Tov éneyxo tou veuponabnukou névou. OI CUCTACEIS
yIO TNV QVUPETONION €xouv NpoénBel and penétes o
nAnBuopous acBevav pe HIV h and penétes avupetm-
nions ts enwduvns diafntkns veupondbeias Kal s
ueBepnnukns veupanyias. Mnopouv va xpnaolponoin-
Bouv didpopes katnyopies papudkwy: avueniAnnukd,
avukataBninukd, avanynukd, tonikés Bepaneies Kal
evaniakukés Bepaneies. AUTTUXWS, of KAIVIKES PeAETes
6nou xpnaigonolnBnke apitpintuiivn?4, ykaynanevt-
vn?>, npeykapnanivn?, kar viouogetivn?’ anétuxav
va 6gi€ouv avwTepdTNTa TWV PAPUAKWY AUTMDV O
OX€0N E TO EIKOVIKO pAPPAKO OToV €MEyX0 TOU VEU-
ponaBnukou névou os aoBeveis pe HIV. Mia pedétn
s Aapotplyivns og Afyous aoBeveis nou AduPBavav
TauTOXPOVa avacTtoneis s avaotpoPns TpavokpIntd-
ons €dei1Ee Beukd anotenéopata?®, elpnua nou dev
enBefaiBnke o€ petayevéotepn PENEN PE NEPICTO-
tepous aoBeveis?®. O AGyos NS anotuxias twv KAIVIKOY
pedetmv NBavms va opeifetal otn peyanUtepn avia-
nékpion twv acBevav pe HIV oto eikovikd péppako
ev Pépel yia yuxonoyikous Noyous™, ev pépel yiat ta
OULNTWPATA TNS VEUPONABEIas autns UNoxwpouv Ye
v Népodo tou xpdvou>'. Mapd us apvnTKES KAIVIKES
penétes, n nigiovétnta twv aoBevyv avapépel Ben-
Tiwon Petd  xphon tolwv apudkwy. O éneyxos
ToU névou enituyxdvetal teliké pe dokiph Slapdpwv
QApUAKwY N ocuvdUaoUmY ToUs>.

Y& NePiNTwon anotuxias twv npoavapepBéviwy
napepPaoswy, unopei va xpnoigonoinBei éunia-
otpo kayaikivns 8%. H kayaikivn ival évas ekNektukds
aywvioths tou napodikou unodoxéa Pavinnogidous 1
(TRPV1) nou Bpioketal ous SEpUATKES fves TOU NOVOU.
H unepbiéyepon tou TRPVT and us uyniés ddoels
kayaikivns npokanef tnv aneuaioBntonoinoh tou®.
H tonikn epappoyn tou epynidotpou autol Pentim-
VEI 10 CUPNTOMATA Tou veuponaBnukoU névou os
aoBeveis pe HIV og oxéon pe t xapnins cuykévipw-
ons (0.075%) kpépa kayaikivns4. Melovekthpata
s peBoddou €ival 1o augnpévo KOoTos Kal 0 XPOvVos
eQapuoyns, kaBws anaiteital e101KN NPOETOIPAcia Tou
Oéppatos npo tns tonobétnaons, Kal 191KOs TPOMOS
agaipeons tou epnidotpou. Evandakukd, unopei va
xpnaoigonoinBouv tonikd eniBépata Aidokaivns. Edv
undpxouv Kpioels 0&€os Névou pnopei va xopnynBouv
KatenikAnon pn otepivogidhn avu@Agypovmdn, evid n
Xphon oniogIbwv Npénel va yivetal ye npoooxn, 16iws
otav unapxel I0TOPIKG KATaxpnons ouaoimv. Mepikoi
aoBeveis avapépouy Betiwon pe evipiPés, (eotd pnd-
via, aokhaoels k.An. Mia kaidhn avaokénnon twy un
pappakonoyik®v Bepaneicv oto veuponadbnuké névo
o€ aoBeveis pe HIV €ival auth twv Amaniti kal ouv.®.
Xe K@Be nepintwon, ol acBeveis pe HIV kar noAuveu-
pondBeia kand eival va Aapavouv cupnAnppata
Brrapivav. Or aoBeveis nou AapPévouv icoviadidn
npénel va naipvouv Kal cupndhpwpa nupidogivns.
Ténos, os aobeveis peyanutepns nAikias, kaAd Ba eival
va ano@eUyetal N Xphon VEUPOTOEIKMV avUPETPOIKMY
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PapUdaKwY Kal va avupetwnidovial ol CUVUNGPXOUCES
petafonikés diatapaxes.

LUuvdpopo Guillain-Barré

To oUvbpopo Guillain-Barré (ofeia Aeypovmdns
anopuenivwtkn noduveupondBeia — AIDP) otous
aoBeveis pe HIV napouacidletal ws taxéws e€eNiocod-
gevn avioUoa aduvapia e katdpynon aviavakid-
ogwv. Tunikd, 1a cupntopata e€efioocovial evids 4
efdopadwy, e To Péyioto s aduvayias va enépxetal
otus 2 €Boopddes and tnv évapén Twv CUPNTWHATWY.
Ztous aoBeveis e HIV n AIDPepgavietar otn gdon s
OpOoWETaTPONNS® A ota apxikd otddia e pualonoyIkd
apBud CD4+Asppokuttdpwy?’. Mepikoi aoBeveis
epgavitouv AIDP evtds xpovikoU diacThpatos 2 Pnvmv
ano v évapén tns avtikns Bepaneias, 6tav o apiBuos
twv CD4+ Agppokuttdpwy apxilel va avakduntel, ota
nnaicia cuvdpdPou anokatéotacns U avooonoint-
koU cucthpatos®. H eppavion AIDP og npoxwpnpéva
otadia Aoigwéns and HIV, étav o apiBuéds twv CD4+
Aeppokuttdpwy gival <50/uL, unodnnvel Aoipwen
ano kuttapopeyadoié (CMV), n onoia Ba npénel va
Bepaneutel ye ganciclovir, foscarnet h valganciclovir.

Onws kal otous ndoxovtes and AIDP xwpis HIV, o
veupo@uolodoyikds €leyxos avadelkvUel anopueni-
vwtkn noduveupondBeia pe napdtacn tefikou AX
twv [MMA, efdttwon TA, anokigiopd s aywyns N
au€npévn xpovikn diacnopd twv MMA, kal napdtaon
AX kupdtwy F A anoucia ékAuons tous. O éneyxos e
Hayvnukn topoypagia auxevikhs h oopuikns poipas
onovbéunikns othAns ocuvhBws €ival uaoionoyIKos,
onavidtepa Pnopei va Bpebel NAxuvon auXevIKDV N
00QUIKmV pIdyv. 210 gykepanovwuaio uypd aveu-
pioketal au§npévn npwrteivn, avtiBeta dpws pe tnv
AIDP og un ndoxovtes anod HIV, ta Agpgokdttapa
eival efappd augnpéva®. Mabonoyoavatopiké aveu-
pioketal TuNPatkn anopueivion Twv NEPIPEPIKDV
veupwv pe eNappd ekpuiion afoévwy kal dinBnon and
CD8+ AspokUttapa. Yta nAaioia tou HIV éxouv
neplypaei aAAes popés ofeias noAuveupondBeias
énws to ouvépopo Miller Fisher*! kai n ofgia kivnukn
acovikn veupondBeia*?.

Bepansutkd xopnyouvtal avocoopalpives?® 44 A
yivovtal ouvebpies nAaocpa@alpéoewy. LUPPva Kal
he tn SikA pas epneipia, ol aoBeveis avianokpivoval
kand oe autés us Bepaneies. Xtnv avaykaia nepintwon
HNXxavikns unoothpiEns tns avanvons, ol acBevels
pe HIV kai apiBud CD4+ Asppokuttdpwy >200/ul
paivetal va éxouv napoéyola ékPaon pe autoUs nou
bev éxouv HIV4. Mepikoi aoBeveis napouaidlouv au-
opatn BeAtiwon petd v €vaptn tns avupPETPOIKES
aywyns*. Ténos, ol aoBeveis nou epgavifouv AIDP ota
nAaiola cuvdpdUOU aNoKAtdoTtaons ToU avooomnol-
NUKOU cUCTNPATOS PaiveTal va avianokpivovial ous
avooooalpives? ev pepikoi paivetal va xpeiadovial
eninngov npedvidévn.

Neuponoyia 29:6-2020, 27-40

Xpovia pAsypovwdns anopueAivwtikin
noAuveupondadsia

H xpdvia pAeypovmdns anopueAivwtkn noAu-
veupondBeia (CIDP) xapaktnpitetal and unoeia (>8
€B6oudades) nopeia. Ytous aoBeveis ue HIV @aivetal
va gival ouvnBéotepn and tnv AIDP'S, kal epgavietal
1000 O1a apxIKG 600 Kal oTa Mo NPOXWPNPEVA OTa-
610 ns Aofuwens. AvtiBeta and tov NANBUopod twv
aoBeviv pe CIDP xwpis AIDS, eppaviletal nio cuxva
O€ yuvaikes pIkpodtepns nAikias, kal napouaciadel apyh
npoodeutkn emdeivwon, xwpis 1d1aitepes eEApoels
Kal UQEDEIS™.

KAvika epgaviletal e SUPPETPIKN KEVIPOPEAIKN Kal
nepipepikn aduvapia dkpwv, aioBnukés O1atapaxes,
anyos kal eAdTiwon h KAatdpynon OCTEOTEVOVTIWY
avtavakddoewv. O veupopualonoyikéds EQgyxos gival
oupBatds pe anopuenivwon. Eviote n CIDP pnopei
va epaviotel ge npoofonn twv KATw Akpwv N YE
acUppepn npooPBoAn twv dvw Akpwy, ws eni ouv-
Opodpou Lewis-Sumner'®. Epeis eixape aoBevh nou
ekdbNnAwoe ooPapod dnyos otnv apioteph wponAdn,
EVMD apyOTEPA €PPAVIOE CUOCTOIXA ATPoPia HUmV s
wIKAS {vns Kal tou avuPBpaxiou, ws eni ouvdpo-
pou Parsonage-Turner. H 81@yvwaon tns yevikeupévns
anopuenivwons Twv NEPIPEPIKMV VEUPWY TEBNKe and
10 veupopuaolodoyikd €ngyxo.

YUS NEPICOOTEPES MEPIMTIOEIS, OTNV 0OPUOVWTA|a
napakévinon aveupioketal au§nuévn npwtefvn pe
pikph augnon twv Asppokuttdpwy (<50/uL). O éney-
X0s ToU gykepanovwtaiou uypou ival ENITaKUKOs og
aoBeveis pe xapnno apiBud CD4+ AEPPOKUTIAPWY
(<200 /uL) yia tov anokAgIopd euKaIpIaKWY AoIPW-
Eewv N NepPwpatos®. H Bepaneutkn napéuPaon
nepiNapPaver nlaopa@alpéaoels Kal xophynon avooo-
oQalpivdy, av Kal eaivetal ol aoBeveis autoi va avia-
nokpivovtal Ikavonoinukd otn Bepaneia pe KOPTUKOEI-
on*. Zkémiun eivar enions n éykaipn évap&n HAART,
KaBws undpxouv ava@opés OT pepIkoi acBeveis pe
HIV ka1 CIDP pynopei va BeAtwBouv anokAeiotkd Kal
UOVO PE NV avupetpolkn Bepaneia®.

LUvépopa npoofoins KivnuikoU veupwva

H npwtn nepiypapn npoofonns KivnukoU Veupmva
(KN) o€ Aoipwén and HIV éyive anoé tous Hoffman
Kal ouv.>!, ol onoiol anopdévwaoav tov 16 tou HIV oe
aoBevh 26 €1V nou avéntute taxéws e€enioodpevn
pop®n s nAayias yuatpo®ikhs okAnpuvons (ALS).
O1 Verma kai ouv. nepiéypayav acbevh 32 €1y pe
AoipwEn and HIV nou epgavioe puikh aduvapia katw
aKkpwv e kpdaunes kal deopidbwoels, puolofoyikd
ooteotevéva aviavakiaotukd nanv axiAdgiwy nou
htav katnpynpéva2. O Moulignier kai cuv. nepié-
ypayav 6 aoBeveis ye HIV nou eppdvidav npooPoin
katwtepou KN kal nupapidikhs 0dou3. Evas and tous
6 nAnpoUoe ta kpithpia tou El Escorial yia B€Rain
ALS. Méxpl ouypns éxouv neplypaei 29 acBbeveis pe
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npooPonn katwtepou KN pe h xwpis CUPPETOXA TOU
avtepout. O1 acBeveis autol napouacialav KANoIES
dlapopés og oxéan pe tous aoBevels e tnv KAAoOIKN
Hop®h tns ALS kaBws ntav vewtepol og nAikia, ol
neploadtepol htav dvopes, eixav taxdtepn eE€MIEN s
vooou, kal otaBeponoinBnkav N PeAuwOnkav petd
v avupetpoikn Bepaneia. Agilel va onpeiwBei ou
n npooPonn KN napatnpnhBnke o€ didpopa otddia
s Aofpgwéns and HIV (A-C), pe tov apiBud CD4+
Aeppokuttdpwy va kupaivetal and 2-618/uL.

KAvikd or aoBeveis pe HIV kal npoofonn KN na-
pouaoidlouv yevikeupévn h eouakhn aduvapia dkpwv
onws dinAnyia dvw axkpwv>> ¢ 1 povopeikh aduva-
uia dvw dkpou® kar deopidwoels. Eviote undpxouv
onpeia npoofonns avatepou KN dnws augnuéva
00TEOTEVOVTIA avIavaKAAoTUKA Kal eKtatiké néApata.
YInv KIVNTKNA VEUpOypapia aveupiokovial eattwpéva
MMA pe pualofoyikh TA, evid oto HMTI onpeia ogeias
anoveUpwans Kai xpovia veupoyevhs BAapn pe avadi-
opydvwon KIVNTKOV povadwy. Zto eykepanovwuaio
uyp6 aveupioketal uynin npwteivn pe enappd au-
€non twv kuttdpwy. H payvnukn topoypadia ouxva
gival un S1ayvwotikh®®, onavidtepa Pnopel va deixvel
npoofonn s @aids oucias Tou vwtaiou yueAoUe,

O pnxaviopo6s npokAnons BAaRNs twv KN os aoBe-
veis pe HIV dev givar oapnhs. O HIV npoofdnner ta
Hakpo®adya, ta pikpoydolakd kUTtapa Kal 1a aotpo-
KUTttapa, Oxi GUws Tous VeEupwves™. H npoofonn twv
tefeutaiwv NBavms va yivetal e EUPeco Tpdno Péow
gvepyonoinons tou avBpnivou evboyevous peTpoi-
oU K (HERV-K) and npwteives tou nepifAnuatos tou
HIV®. Qs yvwotd, oe diayovidiakd poviéna enfyuwy,
n evepyonoinon tou HERV-K npokanei ekpuniotikeés
andoiwoels otous KN époles pe tnv ALS®!. Mpdypa-
U, og aoBeveis pe HIVkal npoofoin KN éxel Bpebei
evepyonoinon tou HERV-K, ta enineda tou onoiou
efauBnkav og doous and autous élafav éykaipa
avupetpoikh Bepaneia®?,

Onws npoavapépBnke, n npoafonh tou KN otous
aoBeveis pe HIV diapépel and tnv kAaooikh ALS kaBws
avIanokpIveTal otV avUPETPOIKA aywyn, YE TV Npo-
0Un6éBeon ou Ba eniteuxBei €ykaipa n anokatdotaon
s AgIToupyias Tou avooonoiNTkoU cUCTAPATOS™ &3,
Kano eival va enifeyel ouvbuaouds avupetpoikdy
PAPUAEKWY NMoU va GTOXeUoUV SIaPOPETKES PATEIS TOU
kUknou noddanfaciacpoU tou HIV kal va éxouv uyn-
An d1angpatdTNTa TOU AIJAToeYKEPANIKOU QppaypoUs.
Enions kano €ivar n Bepaneia va Eekivhoel 1o noAu
€VI0s eGapnvou and tnv EUQAVIoN TWV CUPNTWUATWY
Kal va enteuxBei péyiotn oupudpewon twv acBevmy,
KaBws aivetal 6u undpxel éva xpovikd nepiBoplo
6nou n BAGPN twv KN eivar avaotpéyiun®?,

LUv6popo Siaxutns fep@okuttapikns
61ndnons

To oUvbpopo aUTd NPWTONEPIYPAPNKE O A0BEVE(S

pe AIDS nou napouoialoviav otous peupatondyous
ve Enpo@Banpia, Enpoactopia kal dIdYKWon twv Ole-
Aoyévwv adévwv, ws eni cuvdpopou Sjogren®. Xa-
PAKINPIOTKA oI aoBeveis eppavidouv noAy peydnn
au€non (>1000/uL) twv kukAopopouviwy CD8+ fep-
POKUTIAPWY OTO NEPIPEPIKS aipade. Autd ta kukno-
popouvta Neppokuttapa SinBouv tous AepPadéves,
T0Us oleAoydvous adEVEs, TO YOoTPEVTEPIKO owlhva,
10 NNap, Tous VePPOUS, TOUS NVeUPOVES KAl Ta ne-
pipepIkG veupa. Mpo tns eloaywyns ths HAART, 10
ouvdpopo autd supavi(otav oto 3-8% twv aobevmv
pe HIV, n ouxvOtntd tou €xel NOPOUCIAcEl ONPAVTIKA
peiwaon pe s vées Bepaneies®’.

KnAivikd, ol acBeveis autoi népav tou xapakin-
ploukoU cuvdpdpuou Sjogren, eppaviCouv ofeia n
uno€eia enwduvn aioBnukokivnukh noAuveupond-
Beia*. O veupoguolonoyikds éneyxos avadelkvUel
alobnukokivntkh noAuveupondBeia a&ovikoU Kupiws
wnou. XtV 0o0puUOvVWTAia NAOPAKEVINON AVEUPIOKO-
vtal Agpgokytiapa Pe auénpévn npwteivn. H Biowia
VeEUpOU avadelkvUel évtovn ayyelokevipikh S1IhBnon
OT0 ENIVEUPIO Kal TO EVOOVEUPIO, XWPIS VEKPWON®E,
HE pakpo@aya nou ekppdalouv otnv eNPpAvEId TOUS
v npwrteivn p24 tou 10U. H noAduveupondBeia auth
avtanokpivetar oty avupetpoikh Bepaneia Kal ot
xophynon otepoeldv, kabws anotelsl unepdvoon
avtidpaon tou opyaviopoU otov HIV kar oxi T-Aép-
QWA TWV NEPIPEPIKWDV VEUPWVS,

MovoveuponaBeies-Kpaviakés veupondaOeies

O1 povoveupondBeies and nayideuon, énws tou
péoou veUpou atov kapnod, Tou wisviou velpou otov
ayKWva Kal Tou KolvoU NEPovIaiou velpou otny Ke-
@ann tns nepovNs, KOIVES OTo yevikd NANBuopd ival
enfons KoIvés kal otous aoBeveis pe HIV. H ocuxvétntd
tous MiBavs va autdvetal otov NANBuoud twv aobe-
vabv pe HIV kaBms n enifiwon tous napateivetal kai
eupavidovtal voohpata eBopds Onws 0 oakxapw-
6ns diaPntns. Ze aobeveis tenikou otadiou pe Bapid
avoooKataotodn Kal Mapatetapévn Katdkaion EXel
neplypagsi napaiobnukh pnpanyia kaBws kal ndpeon
KolvoU nepoviaiou veupou’®.

O1 aoBeveis pe HIVeppavilouv noAU ouxvotepa
o€ oxéon g 1o yevikd nAnBuopd stepdnieupn’ h
apeotepdnieupn’? 2 ndpeon tou Npoownikou veu-
pou. H ndpeon ouvhBws cupPaivel oto didotnpa s
opopetatponns ota niaioia donnns pnviyyudas kai
ouvhBws unoxwpei xwpis 161aitepn aywyn. Mepikés
QOopéEs ota apxikd otadia s Aoipwéns, N Ndpeon tou
npoownikoU veUpou Pnopei va anotedsl tnv npdtn
ekdbhnwon cuvbpdpou Guillain-Barré’. e npoxwpn-
pévn avoookataotonn, n Ndpecn 1ou NPOoocwniKoU
veUpou oxetidetal Kupiws pe tnv avalwnUpwaon tou
10U tou épnnta {waothpa’®.

Ye ooPapd avoookataotafpévous acBeveis, ol na-
PEOEIS KPavIaKkmV VEUpWV Eival ouxvd anotéfeopa
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61nBnons twv Aentopnviyywv n tou onpayywbous
kdéAnou and B-kuttapikd Aéuewpa. Exouv nepiypa-
@&l NEPINTOEIS NPOooPonNs PJeOVWHEVWY VEUPWY,
onws opBadpoKIvNTuKmV’78, Tou yevelakou’®, tou
npoocwnikou® kal tou akouotkoU veupou®! kabws
kar noAnannés napéoeis®? &, Monnannés napéoeis
KOaVIOKWOV VEUpWV Pnopouv va napatpnBouv Kal
o€ ouvod6 pupatmON Pnviyyiuda, kaBws auth npo-
oPanner us pnviyyes s BAons tou kpaviou®.

NoAdanAn povoveupituda

H ondvia auth katdotaon xapakinpiletal and
aocuppetpn enwbduvn npooBonhn dUo h NePICOOTEPWV
NEPIPEPIKWV VEUPWY, ota niaioia ioxaiuikns BAAGRNS.
Mio ouxvd npooPdanietal to kolvd Nepoviaio Kal 1o
KePKIBIKO VEUPO, Kal eviote N npooPonh unopef va
apopd hpa twv nieypdtwv®. tov veupopuoiono-
YIKO €neyxo OIanIoTmVETal acUPPETPN NpooBonn twy
KIVNTK@V Kal aloBNTUKOV VAV PE agovika Xxapakinpl-
oUKd, EUpnpata nou eniBePaicdvovtal andé i Ployia
VEUPOU. XT0 eykePanovwTaio uypd aveupioKetal au-
Enpévn npwrteivn kal ovokutapa.

H noAdanAn povoveupiuda pnopei va ocupPei ota
apxikd otadia s Aofuwéns and HIV h oe npoxwpn-
pévn avoookatactodn, pe apiBpd CD4+ Agppokut-
dpwv <50/mL. O pnxaviopds s BAGRNs ota apxikd
otddia givar autés ns ayyeliudos®®. H ouvunapén
Aofuwéns and tov 16 s nnatitdas C, katdotaon nou
ouvodeUetal and v Napaywyn KpUOopaIpIvav niba-
Vs va ouvepyel otnv ekdhAwon ts?’. H katdotaon
auth éxel OXeUKA hnia nopeia, eival autonepiopilo-
pevn kal npokanel pikpd €Afeipa®. Le nepintwon
ENIPOVAS TV oupntwPdtwy, Ynopsi va dokipgactouv
avoootpononointikes Bepaneies Gnws n kopulovn, ol
avooooalpives kal fows n nlacuagaipeon®. Le ka-
TACTAOEIS NPOXWPENHEVNS avOooKaATaotonns N Nopeid
gival noAU nio yphyopn, n npooPfoin twv VEUpwWY
eival ouppéouaa kal n Npdyvwon gival yevikd kakh. O
KUPIOS pnxaviopos otny NERINuon auth gival n ava-
(wnupwon Aoiywéns andé CMV. H Bepaneia og authv
v nepintwon nepifauPaver pappaka €101KA yia Tov
CMV 6nws n ganciclovir, foscarnet, valganciclovir kai
v évap&n HAART®.

Taxéws €§eAiocodpevn INNOUPISIKN ouvépopn

H innoupidikh cuvdpopn, noAu cuxvdtepn NV
enoxn npo tns elioaywyns s HAART, ekdbnAdve-
tal wnikd ota npoxwpnpéva otddia tns vdoou o€
ooPapd avoookataotanuévous acBevels, pe apiBpo
CD4+ neppokuttdpwy cuvnBws <50/ul®!. Kaviké
xapakwnpiletal anoé éviovn ooguanyia n onoia ako-
AouBeital and taxéws, evids NPepmV eEeNiooOUEVN
xafaph napanAnyia kar d1aTapaxEs aPIyKTNPwV2.
Eviote pnopei va napatpnBouv ektatkd néApata av
undapxel npooPonn Kal Tou puefikol Kovou. Xtnv
MRI oo@uiknhs poipas cuxvd napatnpeital npdoAnyn
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s napapgayvnukns ouacias and us oopuikés pides®,
HEPIKES POPES OPWS N ANEIKOVION UMOPEl va €ival
apvnukn. O veupoguaolonoyikés €Aeyxos, ouvnBws
apvNTKOS TS NPMTES PEPES, avadeikvuel eNattwpéva
MMA ota veUpa twv Kdtw dkpwy, dlathpnon twv
aloBnukwv duvapikwy kal onpeia padikhs ofgias ano-
velpwaons otous npooPeBAnpévous pus.

H nio cuxvh aitia tns taxéws eteNiocoduevns In-
noupidikns ocuvdpopns eival n Aoipwén and CMV. O
CMV npokadei 61donaon tou aipatoveupikoU Qpay-
poU®. Me tov 1péno auté npooPdniel ta kittapd twv
Aentopnviyywv nou nepifdniouv 1o puedikd Kwvo
Kal 1s oopuoigpés piles, npokanmvtas eAgypovn Kal
VEKPWON autiv®. Ynv iotofoyikn eEétaon aveupioko-
Vial xapaktnpioukd evboBnaiakd kar evboveupiakd
ylyavtokuttapa pe Baogdpina nupnviké gykieiota®’.
2NV oopuUOVWTaia Napakévinon aveupioketal nAgio-
Kuttdpwon Pe noAupop@onupnviko tino, auénon s
npwteivns kal unoyfukoppaxia®. O CMV pnopsi va
avixveuBei oto eykepanovwtaio uypd e tn pébodo
s aduooidbwths avtibpaons s noAupepdons (PCR),
n onofa éxel peydnn euaioBnofa kar e101k6TNTA*. O
CMVunopei va npoofdannel dAna dpyava, cuxvh gival
O€ QUTES TS NEPINTWOEIS N aupiBAnotpoeldituda, pe xa-
PAKINPICTUKN €IKOVA Moy gival eUkoo va diayvwobei.

Y€ NEPIOXES MOU evOnpel n pupatiwon, o acBeveis
ye HIVkal yétpia h ooPaph avoookataotonh nou na-
pouaidovtal pe ImnoupIdIkh cuvdpopn N puuatmons
unviyyiuda tibetal otn diapopikn didyvwon'®. To
pukoBaktnpibio npokanel KoKKIwPat®ON pAgypovh
Twv Aentopnviyywy Kal napaywyh e€idpwpatos. Ol
00QUOIEPES piCes eival nio eudnwtes Adyw NS peydnns
T0Us Nopeias oto vwtaio adko evids Tou ornovounikou
owdhva'™'. H innoupidikh cuvbpoph o€ authv thv
nepintwon éxel unoeia nopeia kal avanoya euphuata
otV oopuovwtaia napakévinon énws otn Aofpwén
and CMV. Ze noAu avoookatactanpévous aoBeveis
10 euphuata anéd 1o eykepanovwuaio uypd Ynopei va
gival apvnukd&®. LIn payvnukh Topoypagia aveupioke-
a1 didxutn h odwdns NpdaAnYn s NAPAPAYVNTUKAS
ouoias and us ooQuikés piles'®. H didyvwon eviote
pnopei va gival duokonn, kabws kavéva and ta oi-
aBéolpa teot yia n pupatiwon &g S1abétel enapkn
euaioBbnoia kai e161kdTNTa':. AAAes KAtaotdoels nou
unopefl va npokanéaouv innoupidikn BAdpn eivar n
oueINn'™*, o kpuntdkokkos'®, o 16s tou andou épnnta
Kal tns avepeunoyids'®, 1o Aéupwua'’®, akdua Kal
10 oUvdpopo d1axutns AgppokuTIapikns SINBNoNs®.
As pnv &exvape enions 06U acBeveis pe HIV nou Aap-
Bdavouv HAART kar diatnpouv kain Asitoupyia tou
avooonointkoU CUCTAPATOS, UNOPE( va eppavicouv
innoupidikn BA&PN ekpuiioukhs artonoyias'™.

Ye KGBe nepintwon, n Bepansutkn napéuPaon éxel
OTOX0 TNV NPOANYN NS POVIUNS VEUPOAOYIKAS avannpi-
as. Xe 0oPapd avoookataotafuévous aoBeveis apXxikd
unopei va xopnynBei epneipikh Bepaneia yia pnnto-
ious kar CMV (akukAoBipn, ganciclovir n foscarnet)
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KaBWs Kal avupUPATKA aywyhn O XWPES NouU evonpei n
oupatiwon. H Bepaneia npénel va eEeibikeutei avanoya
UE Ta anotenéopata Twv EpYacTNPIOKWMY ECETACEWV.
Enions Ba npénel va Eekivhaoel €yKalpa N avupEeTpoikh
Bepaneia pe otdxo v augnon tou apiBpou wwv CD4+
Aeppokuttdpwy. AcBeveis pe dopikh BAARN, xwpls
otoixeia Aoipwéns kal kaAh Agitoupyia tou avooonol-
nukoU npénel va unoBanniovial Apeca og XEIPOUPYIKh
Bepaneia'’, avtictoixa pe tous pn ndoxovies and HIV.
H npdyvwon s innoupiSikns cuvdpopns e aoBeveis
e Bapid avoookataoton, 16iws og autous pe Aofpwén
ano CMV e€akonouBsi va givar kakn'%.

Alatapaxés veupopuikins cUvayns-Bapeia
HuacOBéveia

H epgpdvion diatapaxwv s VEUPOUUIKNS clvayns
og aoBeveis pe HIVeivar ondvia kai Aiyes avapopes
undpxouv otn BiRAioypagia. O1 Nath kal ouv. ne-
piéypayav acBevh pe HIV o onoios eppavioe otnv
apxh s Aoipwéns KAIVIKA Kal vEUPOPUGIONOYIKN
€lkéva oupPath pe puaoBéveia, pe BeukoUs ttAous
AVUOWHATWY €vVavtl ToU VIKOTVIKOU Unodoxéa tns
aketwdoxonivns'®. MpoioUoas tns Nofuwens Kal Ye
v eAdttwon tou apiBuou twv CDA+ Agppokuttd-
pPWV, 10 CUPNTMOPATE Tou BeAtvovtav Kal o ttAos
Twv avuowpdtwy edattwvétav. Or Wiillenweber kal
ouv. nepigypayav acBevh pe HIV kal puacBeéveia, o
onofos BeAumOnke onpavukd petd and Bupektopn'®.
O1 Strong kal Zochodne nepiéypawav aoBevih pe opo-
apvnukn puacBéveia kal HIV, nou avianokpiBnke
OTN X0PNYNON avOoOoPAIPIVAV Kal Npedvi(ovns''!.

H HAART nou xopnyeital ta tefeutaia €, pe v
au€non tou apiBpol twv CD4+ Agppokuttdpwy
npokdneoe v avdduon autodvoowy dIaTtapaxmv
ota nAaiola cuvdpdPoU anokatdotaons ToU avooo-
noinukoU cucthpatos. Na napadeiypa, ol Knopf kai
Menkes nepiéypayav acBevin pe HIV n onoia eypavios
puacBeveia tpia xpdvia petd v évap&n tns HAART'2,
Yta nAafola autou tou cuvdpodpou, ddnor aobeveis
pe HIV eppavicav puacBéveia pe Bgukd avuowpata
évavu s €18IKNS Twv PUdV KIvaons tns tupooivns
(MuSK). Autoi ol aoBeveis avianokpiBnkav og S1a¢o-
pes avoookatactandukes Bepaneies'* 14, Mpodogara,
ol Heckmann kar Marais avackénnoav ta kAivika
xapaktnpiotkd 11 aoBeviv pe HIV nou avéntutav
puaoBéveia'. O1 aoBeveis autoi avupewwniotnkav
anoteAeopatkd pe dIGPOPES AVOOOKATAOTANTIKES
aywyés 6nws ol acBeveis pe puaocBéveia xwpis HIV,
avadoya pe tn Bapltntd ns puacBéveias Xwpis va
gupavioouv au&non tou Iikou tous poptiou. And 1a
napanavw NPoKUNTEl U N ouxvoTNTd EPPAVIONS NS
puacoBéveias mBavds va augnBei pe us vées avupe-
1pOikés Bepaneies. Enopévws, ol acBeveis pe HIV nou
avagépouv kénwon 16iws pe nuepnaola diakupavon,
okoéniyo gival va efgyxovtal yia tnv mbavotnta pu-
acBéveias.

MNoAupuocituda tou HIV

H katdotaon auth pnopsl va ekdniwbei ota dia-
@opa otddia ns Noipwéns and HIV!S, eviote pnopei
va anoteel tnv npwtn ekdhiwon ts'"”. Xapakin-
piCetal and kevipopenikn puikh aduvapia pe uno-
Eeia évapgn, xwpis e€avOnua, xwpis npoofoin twv
oPBANIKWOY PUWV A TWV PJUWV Tou Npocwnou’®,
Z1nv nAsktopuoypadikh eE€tacn aveupioketal Ju-
onadnukd didypappa Pe autdpatn dpaotnpidnta
Kal pikpd noAu@aciké SuvapIka KIVNTUKWOV PHovadwy
He Npwipn eniotpdteuon'®. H kivaon tns kpeativns
(CK) pnopsi va givar au§npévn A guaoiofoyikh. H
Iotodoyikn €ikéva gival napépola Pe Twv acBeviv
xwpis HIV: vekpwtkeEs PUiKEs ives, nepideopISIKES Kal
evbobeopidikés SinBnoels and CD8+ AepgokUttapa,
Kal €KpPAoN NPWTEIVDV ToU oupniéypatos peidovos
IotooupBatdNTas | otnv ENIGAVEIQ TV JN VEKPWTIKMDV
PUTK@V Ivav'™. H BéAuotn Bepaneia yia authv v
katdotaon Oev eival cagns, kabBws pepikoi aobeveis
BeAudvovtal xwpls aywyn, PYePIKOi avtanokpivovtal
o€ Bepaneia pe KOPUKOEION A avOCOOPaIPIVES, EVD
annol xpeidotnke va Adouv nio 1I0xuph avoooKata-
O—-[OﬂhHG, 120.

MuonaOeies oxeu{OHEVES PE TNV AVUPETPOIKN
aywyn

Mepikad and ta avupeTpoikad eappaka npokanolv
to€ikN puondBela, Adyw enibpaons ota PITtoxdv-
6p1a'™'. H pyuondBeia ané zidovudine (AZT) ynopsi
va ekdnAwBel ws eppévouca puikn aduvapia h ws
buoaveia otnv doknon. EkdnAmvetal yetd and pa-
Kpoxpovia xophynon, étav n cuvodikh aBpolotikn
b6on unepPaivel ta 200 gr'?% 123, KAviké napatnpeital
pikph au€non tns CK. Ztn Bloyia puds epgavidoval
OKWPOPAYWHEVES KOKKIVES fves'?4. H puondBeia ava-
OTPEPETAl EPIKOUS PAVES PETA TN Biakonn ts AZT,
PE unootpo®h twv Iotofoyikdy affoiboswv'?. Ta
avupetpoikd didanosine, lamivudine, ritonavir kail
indinavir pnopei va npokanéoouv paBdopudiuon,
pe puadyies, oibnua kar peydnn avénon tns CK'?°. Ta
Qappaka autd adnnAenidpolv enions Pe Us otatives,
au€dvovtas ta enineda twv tefsutaiwy'?® kar aud-
vouv tov kivouvo papdopudiuons. H stavudine, nou
nAgov XpNOIPONOIEITal OUS AVANTUOOOUEVES XWDPES,
npokafef to oxeuldpevo pe HIV ouvdpopo veupouu-
ikns e€aoBévnaons. Autd to clvdpopo xapaknpicetal
ané npoodsutkn Puikh aduvapia pe vautia, eué-
tous, anwAeia Bapous, nnatopeyadia kal yanakukn
o&won. O veupopualonoyikos éneyxos avadeikvUel
otoixeia afovikns noAuveupondBeias kal puondBeias,
Kal n Blowia puds okwpoPaywpéves KOKKIVES IVES, ws
enf prtoxovéplondBeias'’. O aoBeveis avakGuntouv
petd i diakonn tns stavudine av kal og Bapelés Ka-
tactdoels n npdyvwon ival ntwxn'2.
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Zupnepaopata

H Aoipywén and HIV unopsi va npokanéoel nin-
Bwpa veupopuik®v Slatapaxwv. Mepikés and autés,
6nws 1o ouvdpopo Guillain-Barré kai n noAupuociuda
ekdnAvovtal ota apxikd otddia tns Aoiuwéns, Kal
pnopei va anoteAouv NpwIpo onpeio yia tn didyvwon
tou HIV. Adfes, 6nws n nepipepikn aiobnukhn noAu-
veupondBeia epgavidovial oE petayevéotepa otddia.
Mepiké veupopuiké clvbpopa pnopsi va eival ano-
énNeoua s avupeTpoikns Bepaneias, eite Adyw dApe-
ons To€IKGTNTas autns €ite AOyw anokatdotaons tns
Aetoupyias tou avooonoinukoU cuothuatos. Téos,
ouvdpopa dnws n ofeia INnoupIdikh cuvdpouh and
CMV, nou ous aveNTUYPEVES XWPES NapatNPoUvIal
onavia, Kupiws os aoBeveis nou dev éxouv Npdofaon
O€ UNnpeaies uyeias n dev cuppopemvovtal otn Be-
PAMNEUTKN TOUS aywynh, €ival noAU ouxvotepa ous und
avanwén xwpes. H eicaywyn s HAART éxel au€noel
onpavukd v eniBiwon twv acBevav pe HIV, pe ano-
téneopa autol va epgavifouv voohpata pBopds duola
He Tou yevikoU nAnBuopoy, énws o cakxapwons
Siapnns, yeyovos nou nepInAékel TNV KAIVIKA €IKOVA.
Ye k&Oe nepintwon, o veupondyos npénel va ival
oe B¢on va avayvwpioel Us KATaoTAoEIS AQUTES Kal TS
Slapopeukés armonoyies Tous, yia th Beftoctonoinon
s BepANEUTKNS AYWYNS TwV AoBevVV.
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