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‘EAeyxo¢ dopeiag tng mapaAlayng p.Phe508del tng Kvotkn lvwon

H Kuotwn Ivwon (KI, Cystic Fibrosis - CF) ivat xpovia KAnNpOoVOULKY) TTOAUGUOTNUATLKH VOGOC, LUE KUPLO
TIOOOYEVETIKO XOpAKTNPLOTIKO TN SuoAsLToupyia Twv e€wKPVWV adévwy, n omola kol euBUVETAL yLa TO
gUpUL PACHA TWV KAWVIKWV EKSNAWOEWVY E CUUMTWLLOTA A0 TO OVATIVEUOTIKO, TO TIAYKPEQC, TO ATAP KOl
TO €VIEPO EVW N AUENUEVN AMWAELX NAEKTPOAUTWYV OToV WopwTa avEavel Tov kivbuvo aduddatwong. H K
EMNPEAlEL ONUOVTIKA TNV KaBnuepwotnta Tadlol KOl OLKOYEVELOG KOl HELWVEL TO TPOOCSOKLLO

emPBilwong, av Kol VEEG KOVOTOUEG Bepareieg £xouv BEATIWOEL GCNUAVTIKA TNV TTPOYVWON TWV AoBevwv.

H Kl eivat éva coBapd auToGWULKO KANPOVOULKO VOGN O TTIOU HETOPIPATETAL UE UTTOAELTIOUEVO TPOTIO
KoL opeidetal og petalhagelg tou yovidiou CFTR (cystic fibrosis transmembrane conductance regulator)
0T0 XpwHOoowHa 7. Apopd Kuplwe Kaukaoloug Le cuxvotnta yevnoswyv 1 otig 2500-3200. 3t xwpa Kag
n Kl eivait To kot to Se0TEPO Lo CUXVO VOOH A LETA TNV Meooyelakr Avatpia pe cuxvotnta ¢popewv ~5%.
Méxpl orjpepa eival yvwoteg meplocotepeg amnod 1900 S10popeTIKEG UETAANALELG e cadr) MAnBuoULaKD
Kot yewypadikn katavopr. Itnv EAAada umdpyouv mepimou 10 petaAAdéelg, ot omoieg euBuvovral ylo

TV mMAsloPndia Twv nepUTtwoswv mou epdavilovral os EAAnveg a.oBeveic. H petaAAaén p.Phe508del (n

AF508) eivat n cuxvotepn maykoopiwg pe cuxvotnta 53% otov EAANVIKO MANBuouo.
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H dlayvwon tng vooou, o maldld pe cuuntwpata Umorta yia K, Slevepyeital teot bpwrta yla
™ UETPnon tou YAwpiou oe delypa W6pwta tou Maldlov. e mepimTtwon auénuevng CUYKEVTPWONG o€
EMAVOAAUBOVOUEVEG HETPNOEL OUOTAVETAL Moplakog [evetlkdg €Aeyxog yla avalntnon &uo
naBoAoyLkwv HeTaAAGEewY Tou yovidiou CFTR.

Aldyvwon Tng vOoou UImopel va Yivel Kol KATA T VEOYVIKI VEOYVIKA Tieplodo, otav oto mAaiolo
tou E.N.MN.E.N SwamiotwBei maboloyiky Tiun yia to avoocoBpudivoyovo (IRT), evog Blodeiktn mou
umoSnAwvel avénpévn mBavotnta vooou. Eni maboroykng Tiuig IRT ouvictdtal nepattépw MopLakog
[EVETLKOG EAEYXOC.

MpoyevvnTika, N TPOAnY N Tng vooou yivetal pe éleyxo dopeiag og £vav amo toug U0 YOVEig yla
petoAAGéelg oto yoviblo CFTR. Av SlamiotwBel otL gival popag, eAéyxetal kat aAAog. O dpopgag tng
vooou Sev aoyet KI, Opwg dtav kat ot 2 yovelc eival popeig umtapyel 25% miBavotnta va yevvnBel macyov
madi, 25% vyég madi ko 50% dopeag Kl.

Eronuaivetal otL éAeyxog popewv povo yla tnv mopoiiayng p.Phe508del dev e€aocdalilel Tov
e€etalopevo yla tnv kotdotaon dopeiag, Opwe Unopel va Asttoupynost wg Stadikacio mpwtng dtaloyng,
omnou Ba evtomotouv ol pool popeig Tng vooou (53%). la tov Adyo autd o€ MepiMTwaon apvnTikoU
anoteAéopartog (un aviyvevon dopeiog tng mapoaiiayng p.Phe508del () AF508) umtdpxel cadr¢ cuotaon
yla Stevépyela mAnpoug eAéyxou tou yovidiou CFTR MPOKELUEVOU VO amOKAELOTEL N TiBavotnta dopelag

AGAANG aBoAoyikng mapaAAoync.
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https://www.iaso.gr/paidiatriki-kliniki/ypiresies/paidiatrikos-tomeas/pneymonologiko

