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Ce este fibroza chistica (FC)

oCystic fibrosis (CF) is a hereditary disease of the
mucus, saliva and swealtgdied$s organs slurigas
pancreas, liver, intestines, sinuses, and sex orge
(MedicineNet Inc)

oCystic fibrosis 1 s the
l ncur able condi Royal a®iloi
Hospital)



Importanta FC

A Cea malecventdboala genetica seurteaza
viatala Caucazieni

A 11la3500nou-nascutin USA
A 1la 1®00nounascutafro-americani
A 1 In 2%00now-nascutasiaticl

A 80% cazuri dg < 2 ani
A 10% cazuri dg > 18 ani (forme msoarg



Ce estefibroza chistica (FC)?
A Boala sistemica, genetica, “hromosome !
autosomalecesia

A Calza mutati ale geneaicystic
fibrosistransmembrane
conductance regulator (CFOR

A cromosoml 7

A codificaun canamembranade CI
reglat de-AMP

Rosenstein, BJ and Zeitlin, PL. Cystic fibrosis. The Lancet. 382 277




Transmiterea geneil FC

Inheritance of Cystic Fibrosis (CF)
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Patogenie

A Clearancel mucusiluidepndede:
A Functa ciliara
A Secreta de mucina

A Volumul delig delasuprafat&CAl
A Formeazastratpericiliardelichid
A 0 Btrapmend a | bacteriil or
A ReglatdeabsorbtidNa+ sisecretiaCl-



Volumul delig de la suprafataCAl

A CFTRnormalanhiba si un canal de Na

A CFTRmutanta---canal nenhibat
A AbsorbtiaNa e crescuta
A ApaurmeazdNa
A Volumullig suprafCAI scade
A CFTRnormala-- Cl- e secretat atuncind Vol
lig suprafCAIl e mic

A CFTRmutanta-- Cl- nu e secretat



