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ZTMAaviec voool: H KuoTiKkA lvwon

/ Nepntovoia
yr or type unknown

ZTIG XWpPeG TNG EE, Oswpseital onmavia kaBe vooog Tov MPOooBAAAEL ALyOTEPQ
andé 5 aropa ota 10.000. O aplOnOC avTOC (OWC @aiveTar HIKPOG, aAAd
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Mpdkeltal yia vOoousg, ouvABWC KANPOVOULKEG, ToL ametAoby tn CwNA 1 EMPEPOLY
xpoévia avannpia, aAA& a@opolyv TOC0 UIKPS aplOud aobevwIv WOTE va amoLTovvTal
oLVOLOOUEVEG TpOoOTIABeleC yla: a) va HEwWBsl o aplBudéc Twv aTédUwWv TOU
npooBaAdovtal and TIC vOooug auTéC, B) va mpPoAneBel o BAvaToC veoyvwv A
nmadlwy and TG vOoouG aLTEC, Y) va dwatnenBolv n mowdtnTta CWAC Kol ol
KOLWWWVYIKOOLKOVOULKEG BuVATOTNTEG TWY QOOEVWV.

YnoAoy(Cetatl 6tL otnv EE ofuepa €xouvv gvtomoTtel 5-8.000 dLa@opeTIKEG OMAVLIEG
voooL and TIC omolec mdoyovv 27-36 ekaTOupOpla dTopa, dnAadr, To 6-8% TOUL
nAnGuopoo.

KYZTIKH INQzZH
ICD 10 - Kwowkoéc: E84

H kvotik (vwon (CF) €lval pla yevetikr datapaxn mov yapoaktnpiletat and tnv
nopaywyn WpwWTa HE LYNAAR TEPLEKTIKOTNTA O NAEKTPOADTEC KOl aLENUEVN
yAoldTNTA TWY EKKPIOEWYV TWv €EWKPWWY adévwv. Elval n mo Kowr YeVETIKA
dlatapayni HeTAED matdLwy tNG Kavkdolag QUAG.

H ouyxvotnta MOKIAAEL HETAED TWV MANBLOUWY: €lval MOAD PLKPOTEPN OTIC XWPEEC
NG Aolag kat tnG AQpPlKAG og oxéon UE To AsuKO MANBLopd tNG Evpwnng Kot TG
Bopelac AMEPLKAG, HME OBlakKOPOVON OTO e0WTEPLKO KABe ywpac. H akplBAc
ouvyxvotTnta atnv Evpwnn elvat dyvwotn, ektiudTatl 6Tl kKupaivetal petagd 1/ 8.000
Kat 1 /10.000 &topua.

H vdoog elval ypdvia KoL, YEVIKA, TPOOSEVTIKY, HE EKONAWOEL cLVABWC KATA& TNV
MPEWLUN Taldlk nAlkia r}, 0& KATOLEC TMEPLMTTWOELC OKOUN Kol KaTd TN yévvwnon
(elAedc ambd HNKWVLO). Zxeddv omolodNTMoTE €0WTEPKO Opyavo uJmopel va
NMPOGPBANOe(, AAAQ TPWTAPXIKEC EKONAWOCELC AQOPOLY TO QVATVELOTLKO CLOTNU
(xpovia Bpoyxitda), To MAYKPEAC (TMOYKPEATLKA QVEMAPKELX, VEAVIKOC dlaBriTng,
noaykpeatitida) Koy, onavidtepa, TO €vteEPOo (Kompavwdng amdéepaEn) f to Amap
(kippwan).

OL mo ovvnOLopéveG EKONAWOELC TNG KLOTWKAG (vwong meEPLAAUBAVOLY
CUUMTWHOTA MO TO AVOMVEVLOTIKO, TO MEMTIKO clOOTNUA (oTeatoppola Kol / A
duokolAldTNTA) Kol dlatapaxéc oavdntuénc. H BvnowdtnTta Kot n voonpdTnTa
e€aptwvTal and to Pabud TNG BPOYXOTMVEVLHOVIKAC CUUMETOXNAG. ZTOULC APPEVEC
edpavifeTal otelpdtTnTa 0 PeEyYGAo mooootd. Exouv emiong avogepBel pop@ég
OYLUNG évapéng, ouvvNBWC AMLEC 1 LOVOCUUMTWUOTLKEC.



H véooc mpokoAsitat amd aMhoyéC oTnv mpwTetvn CFTR (cystic fibrosis
transmembrane conductance regulator), n omola €xelL puvOBULOTIKO POAO OTO
OLAMEUBPAVIKA OYWYLHOTNTA TWYV NAEKTPOALTWVY. H amovoia TNG AELTOLPYLKAG

CFTR 0TNV KLUTTAPLKA HEMBPAVN TWVY EMONALOKWY KUTTAPWY €XEL OOV ATIOTEAECUA
MAPAYWYN WPWTA PE LYNAN TEPLEKTIKOTNTA O VATPLO KAl XAWPLO (oL cuvdéeTal
ME K{VOLUVO LTTOVATPLALULKAG APLEATWONG) KAl aLENPEVN YAOLOTNTA TWV EKKPIOEWVY
Twy eEwkpwwyv adévwv. Ocov agopd OTO AVAMVELCOTIKO OUOTNUA OL €KKPLOELG
anognpaivovtal, dnuiovpyodvtal Boouata BAEvwng otoug Bpdyxouvg mov odnyolbv

oe otdon, andepagn Kol AVAMVELOTIKEG AOLUWEELC.

H kvotikr (vwon elvat povoyovidlakr vOoog mMov KANPOVOUE(TOL HE ALTOCOWHATIKO
LDTIOAELIOMEVO TPOTIO KoL aPopd PETAAAGEELC oTto yovidlo CFTR (xpwpéowpa 7).
MNeplogdtepol amd 1250 petaAAdEelc €xouvv avapepBel. Zxeddv 10 70% OAWYV TWV
MEPUMTWOEWY TIPOKAAOOVTAL aTd HETAAAAEN oTo AF508 aAAnASuopPo ( ov odnyel
otnv amnovoi{a €véc auwoféoc amd tn Béon AF508 Tnc mpwteivne CFTR), pe 30
AAAEC YVWOTEC METOAAAEELC va avTloTOolo0V 0TO 20% TWV MEPUITWOEWVY. AEV
LMApPYeL coPriC oLuoXETION METAED yovoTLTOL Kol @ailvotumov. H OmapEn mMOAAWVY
METAAAGEEWY oOTO (B0 yoviblo €vBlveTal oe peydAo Babud ywa TNV KAWLKA
gTepoyévela TNG vOoou. Tov @avdtuno OPwC Mmnopel va ennpedoel Kot TMARBOG
AAAWY  TapaydvTwy OnMwe YeveTikol (TpomomoinTikd yovidia Tng vdoov) A
nepLtBaArovtikol mapdyovTeG.

Yrnoyia TNG véoou TiBetal pe TN OoKluooia WpwTa (CLykEvTpwaon vatplod R
¥Awplov mavw amné 60 mmol / L) kat emPBeBatwveTal He TNV aviyvevon LETAAAAENC
oTo yovidio CFTR. EAeyxoC Twv veOoyvwyv e@appdleTal eLPEWG and Ta TEAN TOU
2002 kat 0dnyel o€ 6Ldyvwon aTto 95% Twv MEPLMTTWOEWV.

H yeveTIK oUUBOVAELTIKA Ba mpénel va mpooeépeTal o Cevydpla €TEPOLYWTWVY
(mpoodlopiCovtal pe TN yévwvnon TOL MPWTOL TOLOLOD HWE KLOTWKA (vwon 1 To
OLKOYEVELOKO LOTOPLKO).

Mpoyevvntiky Oldyvwon elval duvvath PEow aviyvevonc TNG METAAAaENG o€
delypata yopwakig Adyvng mouv AauBdvovtol peTd TNV Oydon €BBoudda TNG
KOnonG. H Bepanela tng KLOoTIKAG (vwong Mapauével KaBoPAd CLUTTWHATIKA Kal
€0TL&leL 0TN pevoTonoinon Twy BPOoYXIKWY eKKPlOEWY, XOPAYNON OVTIRLOTIKWY YLl
TLC AOLMWEELC TOL AVAMVELOTIKOD, TNV Bepamneia vmokatdotaon TNG AstTovpyloag
TOUL TAYKPEATOC Kal TNV Xopriynon PBLTAMIVWY Kal OEPULOLKWY CUUTANPWHATWY Yl
TNV QVTILETWTILON TWV TIPORANUETWY BpEYNnC.

H mnpdyvwon tnNg véoov €xel  PeATwdBel oOnUAVTIKE PE TG VvEOTEPECS



QMOTEAEOUATIKEC Oepaneiec: otn dekastia Tov 1960 n MAELOVOTNTA TWYV ACOEVWIV
aneBlwvav mpwv tTa 5 €Tn, evw teAevtala o pEoog Opog CwrG vmepPBaivel Ta 35 €Tn
Kal To mPoaddkiuo CwNG elvat 40 ypdvla.

H ovuntwpatikl Bgpanela tng véoov Ba mpémnel va BeEATIWOel peE TNV avdAnTLEn
VEWV BEPATIEVTIKWY TIPOoEYYIoEWY (VEa @dpuoKka i yovdlakr Beparmeia), vEOYVLKO
EAEYXO KOL OLEMLOTNUOVLIKA TIPOCEYYLON.

[ZvveyxileTal]



