OIKOT'ENHZX YIIEPXYAOMIKPONAIMIA KAI NEOTEPEX OEPAIIEIEX

H Owkoyevng Yrepxudopikpovaipia (Familial Chylomicronemia Syndrome, FCS) eival pia
OIIAV1a KANPOVOULKI] VO0OOg ToU petaBoAlopol tov Aumdiev, oTtnyv ormoia ta emineda tov
tpLyAukepldilev vinotelag vnepBaivouv ouvnBng ta 880-1000mg/dl. IIpoxkertal yia pia
QUTOOMULKI] umoAelmopev) dvatapaxr pe petaddaderg yovibiov mou odnyouv og averndpkrela
tng Auronpwteivikng Avmaong (LPL), evog ev{Upou kAe1di otov petabBoAiono twv
tpLyAukepldiev. Yoodoyiletal mepimou 1 eng 2 atopa ava 1.000.000 mAnBbuopou.

H Mumonipeteivikr) Aumaon ammotedel KUplo £vQupo otov petaBoAilopo tov Aumdiov, emopugveg n
averdpkela tng odnyei oe ouoo®PEUOT] TOV XUAOPKP®V, O6nAadr) tov dtartnTikov
tpryAukepldiov. Ov petaddaderg otnv mAetowneia (>80%) agpopouv dpeoa to yovidio
kwoukomoinong tg LPL. Avyotepo ouxva (20%) mporertar yua petaddagerg yovidiowv mou
Kwd1Komolouv cupmapayovteg onwg APOC2, APOA5, GPIHBP1, LMF1. Enpavtikn amotedet
emriong 1 amonpwteivy C-III (APOC3). H APOC3 amotelel §0K1110 0UOTATIKO yia T
Snuloupyla TV XUAOPLKP®OV 0TO evTeplko emibnAio emopevag n eéAAsuyn tng odnyel oe
HEWOUEVE TTAPAY®YT XUAOHLKPWV. ZUyxpoveg Beparieieg 0ToXeU0oUv 0TI HELDOT) ITAPAY®YTE THE
APOCS3.

Ov aoBeveig pe FCS mapouoiddouv XapaKTnploTiKA UIIOTPOIILAadovta KOLALaKA GAyn Kau
enewoodia ofeiag maykpeatitidag. Xapaxtnplotiko eivar o Aumbatpikog opog, dnAadn n
yadaxtwdn xpoud tou opou. H Sudyveon yivetar pe avetpeon uynAov emmuedov
TPLYAURePLOLOV vijotelag Kal eretoodinv oeiag maykpeatitidag, eve propel va emiBeBaiwbel
€ YEVETIKO £AeyX0 e TNV aviXveuorn avtiotolXov petoddadewy.

Baowk6 otovxeio otn pubpion tng FCS amotedel n avotnpd vmoAumbaipiky) Siavea. EmumAeov
UIIOAUTIO QLUK ay®YT) OII®E QLUUIIPATEE, VIAOLVI] KAl QUEYA-3 AuTapd oféa £Xouv eAdxX10To
arotéAeona.

Ov veotepeg Beparneieg apopouv Kuping avaotodn) tne APOC3.

Eyxkexpupneveg otnv Euponn aywyég amotedouv ) fodavecopoevn kat i odelapoévr). Oocov
apopd EAAdSa xar Kumpo i oAelapoevn 6ev eival StaBeovun akoun.

H BoAlaveoopogevn (Volanesorsen), eival €va 0ALyovoUKA£0TIOW0 TTOU avaoteéAAet
petagpaon tou mRNA tng APOC3. Xopnyeital umodoping avda nepiodo 1-2 eBGopddwv ne
ONUAVTLKI] Pel®on TeV emIEdeV TV TPLYAUREPLOLOV KAl TOV ene1woodiev maykpeatitibag. Aev
AVAQPEPOVTAL ONIAVTIKES IIAPEVEPYELES, WOTO00 XPNel TAKTIKOU ALYX0U TRV EMLIEOWV TOV
avporetadiev Katd t Sidprela Xopnynong te. Eav napatnpnOei coBapr) BpopBomevia
(ArpometdAia <80,000) ouviotatal Srakorr) Tou.

To @appaxo £xel ouvtayoypapndeil mpoopata Kol Xopnynbei yva mpotn gopd oe 6uo Kumploug
aoBeveig mou mapakoAouBouvtal 0to tatpeio Avmdiev tou AmoAAaovetou 16. Noookopeiou, pe
APLOTH AVTAIIOKPLOT) KAl XOPIE mapevepyeieg.
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