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MNepiAnyn

H npwtonabns ayysliiuda tou kevipikoU veupikoU ocuothpatos (MAKNY) eivar pyia ondvia nddnon, dyvwotns
aruonoyias, nou npooPBdniel ta pikpd Kar péoou peyéBous ayyeia tou KNX. Epgavidetarl pe eupl pdopa kil-
vIK@V ekbnAmoewy and to KNI kal n cofapdtnta kar n eEENIEA s, eppavicel peydnn diagoponoinon pe-
10&0 v aoBevav. H didyvwon kai diaxeipion tns MAKNZ anotefel npdkAnon yia tov KAIVIKO yiatpd. Aev
unapxouv IKavomnoinukd un enepPfatkd péoa yia tn Sidyvwon Kal 6ev €xouv Yivel TUXAIoNOINPEVES JENETES
Bepaneias. H ayyeioypagia eppaviel neplopiopévn euaiobnoia kai €idikdtnta. BERain didyvwon s vooou
Kal anokAdgiopds dnAwyv kataotdoswy, Pnopei va vivelr pe Broyia eykepdiou kal Aentounviyywy. Kabws n
vOOO0Ss OpWS gival tunuaukn, euaolonoyikn Bioyia dev pnopsi va anokdeiosl i didyvwon. H MAKNEZ anaitef
Apeon kal eNIBEUKA avUPETMNIoN PE I0XUph avoookataotanukh Bepaneia. Zuothvovial KOpTKOOTEPOEISN
Kal kukAo@waopapidn, os povoBepaneia n cuvduaopod. e avOeKTKES NEPINTWOEIS €xouv dokipaotel avti-TNF
napdyovies pe kand anoteféoparta.

Avukeipevo tou napovios dpBpou gival n avackénnon s PiBAIoypagias oxeukd pe v egeavion, i did-
yvwon kail tn Bepaneia tns MAKNE.

Né€eis-KAeiIb1a: npwtonabns ayyeliuda KevipikoU VEUPIKOU CUOTAKATOS, ayyeloypagia eykepdnou
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Abstract

The primary angiitis of the central nervous system (PACNS) is a rare disorder with unknown etiology witch
affects the small and the medium vessels of CNS. It appears with a wide range of clinical patterns from
the CNS and its severity and development seems to be different among the patients. The diagnosis and
management of PACNS is a challenge for the clinician. There aren't efficient non-invasive modalities for
diagnosis and no randomized trials of treatments have been done. The cerebral angiography appears
limited specificity and sensitivity. Define diagnosis of the disease and exclusion of other disorders witch
presented with similar findings, can be done with brain and leptomeninges biopsy. As the disease is partial,
normal biopsy can’t exclude the diagnosis. PACNS demand immediate and aggressive confrontation with
strong immunosuppressive therapy. It is recommended steroids and cyclophosphamide in monotherapy or
in combination. In resistant cases it has been tried anti-TNF factors with good results.

The purpose of this article is to review the literature concerning the clinical presentation, diagnosis and
treatment approach of PACNS.
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Eicaywyn

H npwtonabns ayyeliuda kevipikoU veupikoU ou-
othpatos (MAKNZX) eival pia ondvia nabnon, dyvow-
otns aruonoyias, pe enintwon 1-2,4 NepINtwoEls
avé 10%ava €tos, o Eupmnn kal Apepikn. Mpokel-
tal yla noAugotiakn, eAsypovddn npoofonn tou
HikpoU kal peoaiou peyéBous ayyeiwv tou KNI, xw-
pis otoixeia cuotnpatkns h deuteponabous ayyel-
fudas (1,2,3). NMpooBdanner 6Aes us nAIKIakés opa-
0es (uéon niikia didyvwons 42 wn) kal dev gival
oaQés €av enikpatei kanolo eunio (4).

Ta diayvwotkd kpithpia twv Calabrese kal Mallek
(1988), napapévouv eupEws anodeKTd PEXPI ONUE-
pa: 1) MNapouoia evods ave€nyntou, Petd and pia ap-
XIKh Baoikn diepetivnon, veuponoyikoU eAneipua-
10s. 2) Mapoucia xapaktnpIiouK®V ayyeliudas oto
KNZ otnv kAaoikh ayyeioypagia n og 1otonaBono-
yIK@ euphpata. 3) Anouocia OtoIXeiwyv ocuotnpat-
khs ayyelfudas nh onoladnnote diatapaxns nou Ba
pnopouoe va npokanéoel h va yignBei ta ayyelo-
ypaeIka h ta 1otonafodoyikd xapaktnpioukd s
néenons (3).

Ynpavuké Bhya otn didyvwon ts MAKNE eival
N yevikn anodoxn tou cuvopdpouU avaoTPEWIUOU
onaocpou twv eykepanikwyv ayyeiwv (Reversable
Cerebral Vasoconstrictive Syndrome ), Siatapaxn
nou pigeitar ouxvotepa tnv MAKNE.

O 6pos «atunn MAKNI» éxel xpnolgonoinBei ava-
pepOUEVOS o aoBeveis nou dev nAnpouv ta Kpl-
pla oute tns MAKNZ oUte tou ouvdpodpou RCVS.
XpnoiponolhBnke og NEPINTMOEIS MOU 1A AMEIKO-
VIOUKA euphpata and t payvnukn Kar v ayyelo-
ypapia dev emPBePaidBnkav and wn Broyia. LNpeE-
pa 10 NEPIOTATIKA autd ta tagivopoupe ws «niba-
vh MTAKNZ».

MaBoyéveia

H naBoyéveia tns MAKNE gival dyvwotn. Onws
Kal og dnnes xpovies AeyUovwdEls h autodvoaoes
nabnoeis, otnv ekdbnAwon tns MAKN evoxonoiou-
vtal Aolp®Eers. To pukdniaoua, o 16s s avepofo-
ylds-épnnta, o kuttapopeyanolds, o Epstein-Barr,
xAapudia, o 16s s enikNTtns avocoavendpKelas
oU avBpmnou, éxouv BewpnBei uneuBuvol yia
dnuioupyia ayyeliudas, xwpis wotdco, otnv nAelo-
votnta twv aoBevav pe MAKNZ, va ynopei va ano-
be1xBel n oxéon ns vooou pe tous napandvw h an-
Aous Aoipwbdels napdayovtes (5,6,7). H Kokkiwpa-
1dns puon, ous neploxés BAARNs tns ayyeliudas,
ous NePICOOTEPES NEPINTWOEIS, UunodeikvUel pia Th-1
diapeconaBoupevn andavinon (8). O1 Th-1 oxeuld-
LEVES KUTOKIVES pnopel va npokaiéoouv ayyeiakh
@Aeypovh otnv MAKNZ, 6nws unodesikviouv ap-
Ketd neipapatkd poviéna. O napdyovias VEKpw-
ons oykwv (TNF) kal n viepAgukivn 6 pnopei eni-
oNs va ouvelopépouv otn eAeypovadn ayyeluda
s MAKNZ (9).

Neuponoyia 22: 3-2013, 20-26

KAivikés ekbnAwoeis

H nAsioynia twv aoBevv epgaviletal ye uno-
&eia exbnAwon, diaxutns PAGRNs tou KNX. Oteia
ey@avion eival noAu acuvnBiotn.

Ye pia and us peyanutepes oeipés, pe 101 aobe-
veis (4), ta nio ouxvd apxiké cupntopata gival: no-
voképanos( 63% ) kar vonukh diatapaxn ( 50% ).
O1 novoképadol gival apxikd xapgnans évtaons Kal
npoodeutikd enideivolpevol. Eouakd cupntopata
ouvhBws epgavidovtal apydtepa otnv nopeia s vo-
oou karl nepiAapBavouv nuindpeon (44%), apaacia
(28%), napobikd 1oxalpikéd eneicddio (28%), ata-
€ia (19%), onaopous (16%), bucapBpia (15%) kal
Slatapaxh 6paons h efdttwon onukns oUtntas
(11%). AcuvnBiotes ekdniwoels (<10%) nepinay-
Bavouv: evbokpdvia aigoppayid, oclvdpopo apvnoi-
as, ekdbnAwoels and to vwuaio pueid, Nnapkivoovi-
oo, ¢ann, ifiyyo A napdAuon Kpaviakwv VEUPWV.
Mapodpola euphpata napoucialouv kar dAfes dn-
pooleupéves oelpés aoBevav (1,10).

Mop@és MAKNX

Bdoel twv d1a6€aipwy KAIVIKWDY, AnNEIKOVIOTKDY,
ayyeloypagik®v kal nabodoyoavatopikwy dedopé-
vwv, Slakpivovtal ooepis unotunol tns vooou(11):

1. Kokkiwpat®éns ayyelitida KNI: Anotenei
v kKAaooikh pop@n tns vooou. EkdnAdvetar e no-
voképano kal veuponoyikn onueiofoyia ecuaknh kai
diGxutn. H MRI eykepdanou ival naBonoyikh evid n
etetaon tou ENY anokanuntel euphpata donnins
unviyyiudas, o ndvw and 90% twwv acbeviv. Weu-
dws apvnukn Bloyia avagépetal oto 25-50%(12).
H akuvodoyikd kateuBuvopevn Kal n cuvduaoué-
VN NAPEYXUPATIKN Kal Agntounviyyikn Browia au€d-
Vel T0 Nocootd enituxias. H ayyeloypagia gival tu-
nikd euolodoyikh, avukatontpifovias 10 PIKPO HE-
yeBos twv npoofeBAnpévwv ayyeiwy.

2. Neppokuttapikn MAKNE: Aiakpivetal and
NV KOKKIwPatmdn and v napouacia nepiocodte-
PO AgpPOKUTIAPIKNS MAPA KOKKIWUATWOOUS ayyel-
fudas otn Broyia.

3. Ayyeioypa@ika BéBain MAKNE: Xapaktnpi-
Cetal ané nabonoyikh ayyeloypagia eykepdnou Kkal
naBonoyiké ENY (nou anokneiel napdAinia Aoipw-
€n n kakonBela), annd ouvhBws pualofoyikh Bio-
wia KNX. EninpéoBeta pe us kepanadyies kar i O1d-
xutn diatapaxn tou KNX, epgavidovtal ecuakd veu-
ponoyikd enfsippata kal eykepanikd éuepakta. Ta
eupnpata autd dikaiodoyouvtal and tnv npooPo-
An tou péoou peyéBous ayyeiwv tou KNX. To ouv-
b6popo RCVS eival n kUpla ndBnon nou npénel va
anokdeloBei. To puoiodoyikd ENY kal n avuotpe-
YIHOTNTA WV AYYEIOYPAPIKDV avwpanihv Pe ena-
vannyn tns ayyeioypaogias, enifefaimdvouy in 6id-
yvwon tou RCVS.

4. Oykopoppn MAKNE: Aev undpxouv 18ikd
XAPAKTINPIOTUKG NMOU va Pnopouv va Xpnalyonoin-
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Bouv yia tnv agidéniotn didkpion tns oyKOPOPPNS
MAKNX. H nAnpns avdAuon tou ufikou tns Bioyi-
as kal o anokAdgiopods evaniakukhs S1dyvwons ival
enBepinpéva. AvaBewpnon wns didyvwons, akdpa
Kal pe enavannyn tns Bioyias, cuviotatal 6tav ano-
wixel eniBeukh avoookataotanukn Bepaneia (11).

Eykepanikn ayyelituda oxeuldpevn pe

B-apunos1bés

H ayyeiondBeia auth xapakinpidetal and v eva-
néBeon nenudiou apunoeidbols oto PECO Kal EEW
XITWVA TOU TOIXWHATOS TwV ayyeiwy Tou eyKepani-
KoU napeyxUpatos kal twv gnviyywv (13). Avapép-
Bnke oto éva tpito opddas acBevv pe MAKNEZ, n
diayvwon twv onofwv éyive pe Bioyia tou KNI (14).
Ye penétn 101 aoBevidv pe MAKNE, og 49 and tous
onofous éyive Broyia eykepanou (avalnthBnke n na-
poucia evanoBeons apunioeidous) avapépOnke Oe-
ukh og 8 nepintwoels. O aoBevels autof gixav pe-
yanutepn nAikia, au€npévn cuvoonpdnta, NePIo-
061€ep0 ofeia évap&n vooou, ouxvotepn npooPBonn
YVWOIaKOV AEITOUPYIMV Kal oUXVOTEPN EVioXUon Twv
Aentopnviyywv otnv MRI eykepdnou (15). Mapono
nou n avoookatactanukn Bepaneia engyxer ta xa-
PAKINPIOTKA Tns ayyeliudas, n eyke@anikh apgunio-
€10IKA ayyelondBeia napapével ayetaBAntn, yeyo-
vOS MOU ouvnyopei otn eTwxn NPoyvwon. APKETES
NpPOooEyyioels, GNws avuowpata évavt agunogidous
B kal tramiprosate, éxouv Sokiyaotei og NpokAivi-
Kes pengtes, wotdoo, Sev undpxouv dedopéva yia
kAvikh anotedeopaukotnta os avBpdnous (16).

Epyaotnpiakés éngyxos

Agv undpxel €101k gpyaotnpiakh g&€taon nou
va B¢tel h va anoknefel tn didyvwon tns MAKNZ.
O epyaotnplakds €NEyX0s OTOXO €XEl TOV AnoKAel-
ou6 nabonoyIKwy KAataoTtdoewy nou oxetilovial Ye
npoofonn twv ayyeiwv tou KN, énws AoipmEewy
A pAeypovwdwy kataotdoswy. O1 npwreives oei-
as pacews eAeypovns gival cuvhBws guaionoyi-
Ké€s. Aev avixveUetal peupatoeldns napayovias n
autoavuodpata. O TpEs twv ennédwy Twv avooo-
oQaIpIvVOV Kal Twv NAAoUdtwy Tou cuuninpmua-
105 Bpiokovtal og puaolofoyikd dpia. Agv avixvey-
€101 N NAPOUGIA KPUOOPAIPIVODV EVHD QUCIOAOYIKA
gival kal n nAgktpoPdPNON Twv NpwIeividy. 161ai-
TEPA ONPAVUKS pOAo €XOUV Ol Epyactnplakés SoKI-
paoies yia tov anokieiopd AoIghEEwWY Nou oxetido-
vtal pe npoofonn tou KNI énws ougiin, puuatio-
on, nnatiuda B kar C, 16s tns €niktntnNs avoooave-
ndpkelas tou avBpwnou, tns Borrelia burgdorferi,
Kuttapopeyanoids, 16s avepopnoyids-épnnta, K.d.

Avanduon tou eykepafovwtidiou uypou

H avéiuon tou ENY eival eniBefAnpévn kar éxel
ws KEVIPIKG poAo, tov anokAeioyd UNapaxvoel-
boUs alpoppayias kabBws kar pAeypovwdwy n veo-

nAdoPatK@OV kataotdoewv nou npoofanfouv us
uhAviyyes (17).

Y10 80-90% twv acBevv pe enifePaiwpévn
MNAKNZ avagépBnkav naBonoyikd, pun €101k gu-
phuata (18). Tunikd euphpata nepifapPdavouyv: don-
nwn unviyyiuda pe petpia Agppokuttapikh nAgiokUt-
twon (u€oos 6pos Neukwy oto ENY<20[0-575] kUt-
tapa/mlL), puaoiooyikh yAukodn, au§nuévn ouyké-
VIpWOoN Npwieivay ( géoos 6pos <120[5-1034] mg/
DI') kal eviote napouoia oflyokAwVIKDV {wvdv Kal
au€npévns ouvBeons IgG. Inpavukn gival n ava-
¢htnon Aolymdous napdyovia kai n kuttaponoyl-
kA avédduon tou ENY yia anokAgioyd Yetaotatikns
pNVIYYIKNS vOoouU.

Ayyeloypa@ikos £éAlgyxos

Ta ouvnBéotepa euphpata and tov ayyelioypaoi-
K6 €neyxo otous aoBeveis pe MAKNE anotefouv ol
OTevOEls kal o1 O1aTdoels Twv evOOKPAvIwY ayyei-
v, Nou pnopei va €ival opanés h avpanes, eu-
@avifovtal niké appotepdnieupa Kal avapépo-
vtal otn BiBAioypagia ws < beading> (&iknv ko-
unonoyiou). AkodouBouv ol noAdannés anogpa-
Kukés BAGPRES Kal o1 EKKEVIPNS N MEPIYETPIKNS KA-
tavopns avwpanies twv ayyeiwv kaBws kal n anel-
kévion BAaBwv nou Bupilouv tnv napouacia pa-
Cas. Qotéoo kal ol BAdRes biknv kopnoAoyiou dev
eivar e101kés. Epypaviovtal kal og S1aTapaxes eKtos
ayyeliudas énws: aBnpookAnpuvukhn vOoo, ayyel-
6éonaopo, NolPWEEIs, KaKONBEIES, aKUVIKA ayyElo-
néBeia (19). H e1dikdtnta ns ayysioypapias avép-
xetal og 30% kal kaBiotd v ektipnon 6Awv twv
gupnudtwv anapaitntn yia i didyvwon kai i Pi-
oyia eyke@danou ouxva avaykaia (11).

Qs npos v euaioBnaia , N IKAVOTNTA TNS AYYEIO-
ypaogias eykepdniou gival noAU neplopicuévn o€ ay-
yeia diapétpou pikpdtepns and 500 um, pe anoté-
Aeopa n vOoos va unv eival ayyeioypagika avixveu-
olun 6tav neplopiletal ota pikpd ayyeia. (20,21). Xe
aoBeveis pe Broyiakd dianiotwpévn MAKNI n gu-
aloBnoia ekupdtal and 30 éws 60% os didpopes
penétes (20,21).

Mayvnukn topoypa@ia

H MRI eykepdnou éxel euaioBnaoia 90-97% o€ ne-
piotatukd pe MAKNE, xwpis wotdoo va €xel IKavo-
noinukn eidikétnta. Tunikd aneikoviCovtar BAapes
otnv uno@Aoi®dn Agukn ouaid, otnv ev tw Padel
Aeukn n/kar paid ouocia n/kal oto AoId, CUXVOTE-
pa PE TN HoPPh egppaktwv(>50%), ouxvd nodna-
nAdV, NoU aPoPOoUV NEPIOXES KATAVOUNS aptnpias
n kAadwv tns. BAdRes vwtuaiou puedol apopolv
<5% (22,23,24,25,26). NoAdanAd unopioiddn
éuppakta pynopei va egpavicBolv o€ yopehn nou
ennpeddel ta pikpd ayyeia, dGnou os AutAv TNV ne-
pintwon n ayyeloypagia ynopei va gival puoiono-
yikn. O1 BAdRes nou eppavidovial UNEPMUKVES O
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T2 kai Flair akodouBies, €ival un €181kés kal npé-
nel va dlapopodiayvwoBolv and ceipd nabonoyi-
KV Kataotaoewyv. Oyképopees BAdPes eppavico-
vial o€ Nocootd 5%. MpdéoAnyn twv Aentounviy-
ywv ouvavtatal oto 8% kal npénel va anotenel oto-
X0 yia Blowia. H yayvnukn ayysioypagia éxel ne-
ploplopévn euaioBnoia( anokeiel diatapaxés twv
peydnwv evbokpaviwy ayyeiwv). Xn didyvwon s
npoofonns tou eykepdAou and tn vooo Unopei va
NpooQépel N magnetic resonance spectrum Seixvo-
vias peiwon tns ouykévipwons N-acetyl-aspartate
ous neploxés s BAGPns (27). Zn didyvwon yno-
pei va oupBdanner enions kal n uynAns avdduons
MRI, npoogépovias nAnpo@opies yia tn doph tou
T0IXWUATos twv evookpdviwy ayyeiwv. Xpeidlovtal
Opws Neploocotepes PeNEtes oe pAEYPOVDOEIS Kal
un, ayyelakes diatapaxés, yia va kabopioBei n el
OIkdTNTa s peBodou (28,29).

Bioyia twv Aentopnviyywyv Kal Tou €yKe-

@anikoU napeyxupatos

Bewpeital n nepIocdTEPO aidMIoTnN diayvwotiKN
péBodos otnv anokdAuyn twv acBevdv pe MAKNL.
MNaBoAoyoavatopikd n npoofoin tou eyke@anikou
napeyxupatos xapaktnpiletal and v napouaia yi-
yaviokuttdpwy twinou avtidpaons otnv napouasia
€évou owpatos N wunou Langerhans kaBws kai ve-
KpwuKAs N AgupokuTtapIkAs ayyeliudas. Lnv ne-
pintwon npooBoAns twv pikpoU peyébous ayyeiwv
Tou eyke@anikou gAoloU Kal twv Agntopnviyywv n
MAKNZ @gpel 1o dvopa NS KOKKIWPATMOOUS ayyel-
fudas tou KNX (30). H tunikh €ikbva tns KOKKIWHA-
whodous ayyeliudas tou KNI Bpioketal o€ nocoatd
<50% twv Broyidv tou KNZ. H apvnukh Bioyia tou
eyke@aniou 6ev anokneiel tn didyvwon s MAKNZ
Adyw tou 6T n BAARN twv ayyeiwv gival TUNPATKA
Kal eguakn kal 1o dgiypa niBavédv va pnv éxel An-
@Bei and neproxn BAARNSs (31). Ze pia VEKPOTOWIKN
pedémn, weudws apvnukd anoteféopata avapép-
Bnkav o€ noocootd 25%. H afloniotia tns 1otono-
yIkns €€étaon au€davel 6tav n Bioyia yiver and ne-
PIOXES UE EUPAPIATA AN TOV ANEIKOVIOTUKS €NEYXO.
Y& anouoia tétolwv eupnpdtwy n Browia yivetal ou-
vnBéotepa and tov kpotapikd Aofd Tou pn enikpa-
T0UVT0S gykepanikoU nuiopalpiou (13).

Alagopikh didyvwon

I61aitepn kAIvikh onuacia €xel n dlagoponoin-
on s MAKNY ané ta cuvépopa avactpéPipou
onacpoU twv eyKepanikwv ayyeiwv [reversible
cerebral vasoconstriction syndromes (RCVS)]
kal tn véoo Moyamoya. Ta cuvbpopa avaotpéyi-
pou onaocuoU twv eYKEPANIKDV ayyEiwy xapakin-
piovtal and enipgovo avacTtpéYipo onacud twy ay-
yeiwv, ue oeias évaptns, unotponidlovia yia npé-
pes 1 eB6opdades, éviovo novoképano, o onoios ni-
Bavév va cuvodeletal and veuponoyikes ekdnAw-
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o€ls 6Nws d1aTapaxn WV YvwaolakmV AEIToUpyIhV
h enipovo veuponoyiké éAneiypa (32,33). Xta ouv-
dpopa autd nepifauBdavovtal pia ogipd Kataotdoels
ONWws: N PUPUAKOYEVNS ayyelondbeia, n ayyeiond-
Bela0 YeTd anod TOKETd, O NUIKPAVIKOU TUNOU ayyel-
6éonacpos h nuikpavikn ayyeliuda kal 1o cuvopouo
Call-Fleming. Agv gpgavilouv n@viote euvoikn no-
peia kaBou niBavov va cuvodevovtal and AEE A/
Kal aipgoppayia otov eykepaniké ¢Aoidé n/kal una-
paxvoeldn aigoppayia (33). Xe enavannyn tou ay-
yEloypapikoU enéyxou Aiyes eBOoPAades petd tov
apxiké €Aeyxo, unoxwpnaon Twv eupnPdtwy ouvn-
YOPEl UNép NS Napouacias Twv cuvopOPWY aUTWY
(32). wn diapoponoinon tns MAKNZ ané to RCVS
n uynAans avédiuons payvnukh topgoypagia pnopef
va katadei€el npdoAnyn okiaypa®ikoU and 1o 1oi-
Xwpa twv npoofBePAnpévwy ayyeiwy, Pe TNy evi-
OXUon TOU ONPATOS OTO TOIXWHA WV ayyeiwv s
BAAPns va napatnpeital yévov otous aobeveis pe
MAKNZX (34).

H véoos Moyamoya eugavilel onpavikh opgoio-
tnta pe v MAKNZ ous kAvikés ekbnAmoEls, 1a €u-
phuata ané v MRI kar to ENY (35,36). Ztnv ay-
YEIOYpA®ia XxapaktNpIotkN gival n avantuén napd-
nAsupou OiktUou yUupw and us peyddss aptnpies
tou kUkAou tou Willis, kaBws kar n avantwén na-
pdnAsupns kukNo@opias péow twv GakopdBdwihv
aptnpiwy, n didtaon twv aptnpidy twv Agntopn-
viyywv kaBws kal ol noAdanAés avactoumaoEls Ol
onofes tpopodotouvial and tnv oeBaduikh aptn-
pia, tnv é€w kapwtida, us onovounikés kal s oni-
oBies eykepanikés aptnpies (37,38,39).

H NMAKNX npénel enions va dlapoponoinBei and
KATaOTdoEIS ONWws:

1. NopwEels énws: ouein, euuatiwon, nna-
tiuba B kar C, 165 tns €NIKINTNS AVOOOAVENAPKEIAS
tou avBpwnou, tns Borrelia burgdorferi, kuttapo-
peyanoios, 16s avepoPioyids-épnnta, K.4.

2. Ayyeliudes: olwbdns noAuaptnpiiuda, ANCA
oxeUlOUEVES ayyeltdes GNwWs N PIKPOOKOMIKA no-
Auayyeliuda kar n kokkiwudtwon Wegener, n vo-
oos Abapavuddn-Behcet kal dAdes cuotnuaTIKEs
nabnoels 6nws cuotnpatkés epubnuatwdns AU-
Kos, oUvOpouo avipwoPoninidIKwV aviowudtwy,
ouvbpopo Sjogren, kpuooalpivaigikh ayyeiuda.

3. NoAAanAn okAhpuvon, ADEM

3. EpyBoAn: Aoiyddn evdbokapdiuba n
aBnpookAnpuvukn véoo

6. KakonBeies 6nws npwrtonabés evboayyeiakd
Aéupwpa KNZ, eykepanikn yloiwpdtwon

7. AlaxwpIloTuKé avelpuoua eyKeQanikwoy ayyeiwv

8. Xapkoegidwon: oto 5% twv aoBevwv n vOoos
ouvobeletal and KOKKIWUATthOels YAles Tou gyke-
@dndou kabs kal anod sykepanondBeia n npooPo-
A twv pnviyywv

9. Néoo CADASIL, yeveukh naBnon xapakinpi-
(6pevn and nuikpavia, 10Xalpiké ayyeiakd eyKepa-
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Aika kal avoia.

10. To ouvdpopo Susac: andeppagn aueiPin-
OTpOEIBIKWY aptnpldv- anweia épaons, alodntu-
Koveuplikn anweia akons Kal unoeia eykepano-
néOeia (40,41).

10.Tn pitoxovbplakh eykepandopuondBela pe
eneicdoia nou Bupilouv AEE, onacopous h avola(
MELAS) (42).

11.To ouvdpopo ayyeiondBeias tou eykepani-
K@V Kal ap@iBAnotposldikdv ayyeiwv nou odnyei
o€ AEE kal dvoia (43).

O¢pancia

O1 Bepaneutikés ouotdoels Baoifovtal og ava-
OPOUIKES UENETES, PIKPES OEIPES MEPIOTATIKWY KAl
anoéyels €161kwy, kabws kal cupnepdopata dedo-
Pévwv and €peuves Navw o€ AANES CUCTNHATIKES
ayyeliudes, bedopévou 6u ev UNAPXOUV TUXAIONOI-
npéves eNeyxdueves h NPOONTUKES PeAETes o aobe-
veis pe MAKNZ.

H MAKNZ anaitei Gueon avupetwnion Ye 10Xu-
ph avoookatactanukh Bepansia Ye KOPTUKOOTEPO-
€16n og cuvbuaopd niBavov pe kukAopwaodapidn
(44,45). H xophynon twv KopuKootepoeldwy avd-
Aoya pe tn Baputnta twv ekdNAhoEwv Pnopel va
yivel pe evbopéfies woels pebunnpedvidoAdvns
(ouvnBéotepa 15 mag/kg BY /24wpo yia 1peis diado-
XIKES NpéPes) h anod 1o otopa 1-2 mg/kg BX nped-
vilonovns/24wpo (44,45,46). H kukAopwopapidn
Ba xopnynBei oe aoBeveis pe cofapés ekONAWOEIS
HE TN popen evbopneRiwv woswv 600-750 mg/m2
10 phva yia 6 diadoxikous ocuvnBws pnves h and to
otopa 1,5-2 mg/kg BX (44,45,46). H 6idpkeia tns
xophynons s kukAopwopapidns sivar cuvhBws
3-6 ynves, avdnoya Pe v nopeia s vooou. Metd
NV UNOXMPNON Twv coBapmv ekdNADOEWY NS vo-
oou, yia dlathpnon UQEoNS PUNOPEl va avuikataota-
Bei and dAda avoookatactanukd eapuaka, 6nws
alaBeionpivn 2 mg/kg BX h mycophenolate mofetil
apxika twv 1000 mg kar otn ouvéxela 2000 mg tny
nuépa andé to otdua (47,48). H pebotpegdtn npo-
opépetal enions (49,45). H xophynon tns pe Kopt-
kootepoeldh og opdda aoBevv ouvodeUtnke and
Upeon tns vooou €va Tpiunvo Petd tnv évapén s
Bepaneias, n onofa dilatnphBnke og dieth napa-
kodouBnon (49). ®aivetal 6u xophynon cuvbua-
OpoU KOPTUKOOTEPOEISMDV Kal KUKAOPpWopauidns
nAgovektel évavu xophynons Hévov KOPTIKOOTEPO-
€16V OTNV avUPETDNIoN Twv coBapmv ekONAW-
OgwVv s voéoou. Enions, xophynon pdévov Kopt-
KOOTEPOEIOWY OXETOTNKE Pe uynid Nocootd uno-
ponv (49). Le bUo aobeveis pe coPapés ekdNAm-
ogls, avBekukés otn xophynon cuvduacpou Kopt-
Kootepoeldv kal kukAopwopapidns, avagépBnke
avtanokpion otn xopnynon avu-TNF-a. Xtov npo-
10 aoBevh xopnynBnke infliximab (5 mg/kg BX ev-
bopAefRiws) ev otov deltepo etanercept (25 mg

dUo popés tnv eBdopada unodopiws) (50). Ava-
@€pBnke enfons n enituxhs xophynon infliximab oe
évav acBevh otov onofov htav abuvatn n diathpn-
on s U@eons s vOoOU PE Th Xophynon avooo-
kataotanukhs Bepaneias (44).
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