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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 ins véoou. H po-
vabikh péxpl onpepa anodektn Bepaneia eival n xophynon Pidouddnns, avactonéa tou yAoUTapIvIKoU o&£os.

Anarteitar eknaideuon twv veupondywy Kal twv 1aTpwv dAfwv eIbIKothtwy yia tnv éykaipn Sidyvwon Kal
npwiun évapén Bepaneias pe otdxo tnv napdtaon s enifiwons kal i Betiwon ths noidtntas {wns twv
aoBevav, afnd Kal yia tnv ano@uyn AoKoNwv QAPUAKEUTKDY BEQANEIDY KAl XEIPOUPYIKWV eNEPPACEWVY.

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

< ™
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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 Slaniotbvetal evepyos
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 ts 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
oualonoyikés otnv ALS [22]. lotoAoyikd dianiotdveral
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)
2 m¥/D 300 ms/D
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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¥ @
-

445mA® 0.2ms ¥ TL¥ |
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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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