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Islet function in the pathogenesis of cystic 
fibrosis-related diabetes 

 
Cystic fibrosis-related diabetes (CFRD) is the most common co-morbidity in cystic fibrosis 
(CF). CF is caused by mutations in the cystic fibrosis transmembrane conductance 
regulator gene (CFTR), which leads to aberrant luminal fluid secretions in organs such as 
the lungs and pancreas. CF patients have altered insulin secretion and glucose 
homeostasis, showing reduced first-phase insulin secretion. Both intrinsic effects of 
dysfunctional CFTR in hormone secreting cells of the islets and effects of exocrine 
damage have been proposed. Here, I will present data showing that defective CFTR in 
β-cells cause impaired processing and release of insulin. Moreover, we have shown that 
inhibition of CFTR in human islets effects glucagon secretion. Finally, we have preliminary 
data from resent work indicating that both these intrinsic effects and the crosstalk from a 
damage exocrine tissue in the pancreas will influence insulin secretion from the islet β-
cells.   
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