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Malabsorption of lipids
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Healthy subjects
n = 71

CF patients
n = 154

Study population

PS
n = 57

PI
n = 97

Pancreatic status

PS: FE-1 > 200ug/g
PI:  FE-1 < 200ug/g







Cholesterol metabolism 
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Serum Liver
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TNF-

Liver inflammation
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✓CF patients have a reduced intestinal absorption of cholesterol

(that could be corrected by cholesterol and cholesterol esterase

supplementation)

✓There is an enhanced de novo synthesis that does not normalize serum

cholesterol (because the altered CFTR likely impairs cholesterol exocytosis)

✓There is a significant accumulation of cholesterol in liver cells that triggers

inflammation

✓The cholesterol supplementation does not correct the enhanced de novo

synthesis because the key enzyme is not responsive in CF (suggesting the use

of drugs that inhibit endogenous synthesis)
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