G551D Cystic Fibrosis Mice Exhibit Abnormal Regulation of Inflammation in Lungs and Macrophages1 
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The major cause of death in cystic fibrosis (CF) is chronic lung disease associated with persistent infection by the bacterium,

The major cause of mortality in CF patients is lung failure resulting from chronic bacterial infection and the attendant inflammatory response. This inflammation has been considered secondary to the chronic infection, but recent evidence has suggested that CF patients have an innate defect in their inflammatory response which contributes to the cycle of infection and lung damage (10, 12, 13, 14, 30, 31, 32). Studying the production of cytokines in the lungs of CF patients is complicated by the difficulties of studying individuals before lung infection occurs.

