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Sinuses: 1N . Airway wall  with a thin layer

of mucus

sinusitis (infection)
Lungs: thick, sticky
mucus buildup, bactaral
infection, and
widenad airways
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Liver: blocked
biliary ducts
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Figure 2. Human CFTR gene (top), identified in 1989 on the long arm of chromosome 7, usas 27 exons o
specify a polypeplide consisting of 1,480 amino acids (middle). On the basis of ils dual versions of a
nucleatide-bhinding fold (MBF), the polypeptide has been classified as an ATP-binding-casseite prolein
{whara “casselle” signifies a functional module). The polypeplide also has dual sels of six membrane-
spanning segments. Unigque o GFTR is 8 caniral region coded by the gene's longest exon. Suspscted of
having a regulatory funclion, it is called the R-domain. Analysis of the primary sequence of CFTR
suggesls thal the only parl of il profruding from a cell (boltom) is a short loop batween fransmembrane
sagments 7 and 8, which has altachment sites for two sidechains.
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