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Alterations in host defence functions of the airway epithelium play a central role in chronic airway diseases [1]
by contributing to airway mucus obstruction, microbial dysbiosis and chronic airway inflammation. The
contribution of altered epithelial functions to the pathogenesis of airway diseases is well illustrated in cystic
fibrosis (CF), a monogenetic disease caused by inherited mutations in the cystic fibrosis transmembrane
conductance regulator (CFTR) gene [2]. Because of diminished CFTR-dependent chloride and fluid
secretion by the airway epithelium, CF patients exhibit airway dehydration, mucus obstruction and
decreased mucociliary clearance. In addition, reduced CFTR-mediated bicarbonate transport may decrease
the activity of pH-sensitive antimicrobial proteins and peptides (AMPs) due to acidification of the airway
surface liquid. Impaired mucus clearance and reduced activity of AMPs may contribute to selective
outgrowth of respiratory pathogens in CF airways, which may trigger airway epithelial inflammatory
responses. CFTR dysfunction may also promote airway epithelial inflammation, independently of infection [3].
Recent studies have shown that the absent/defective CFTR-dependent epithelial ion transport processes,
together with inflammatory responses, contribute to an airway muco-inflammatory milieu in early CF
lung disease [4].
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