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Disease models

Mouse model of cystic 
fibrosis (CF) in skeletal 
muscle

A mouse model showing the role of cystic fibrosis transmembrane 
conductance regulator (CFTR) in muscle wasting could guide the 
development of new CF therapies. Recurrent pulmonary bacterial 
infections in CF patients are associated with diaphragm and skeletal 
muscle wasting. In mice with lung inflammation, animals with Cftr 
knockout had significantly greater expression of muscle atrophy-
associated genes and proinflammatory genes in diaphragm muscle 
than wild-type controls (p<0.05). In uninfected mice with no lung 
inflammation, Cftr knockout and wild-type animals had comparable 
expression of proinflammatory and atrophy-associated genes. Next steps 
could include evaluating CF therapeutics in this mouse model.
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