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Pathogenesis of interstitial pneumonia caused by abnormal transport of lung surfacta
nt

OSANAI, Kazuhiro
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To investigate pathogenesis of interstitial pneumonia that is caused by perturbati
on of lung surfactant transport, we analyzed the lungs of Long Evans Cinnamon rats, an animal model of Her
mansky-Pudlak syndrome. There were remarkably enlarged giant lamellar bodies and increased lung surfactant

in alveolar type Il cells. Basal secretion of surfactant from the cells was inhibited but agonist-induced
secretion was reversely enhanced. Adenovector-mediated delivery of Rab38 ameliorated these surfactant abn
ormalities. Unexpectedly, the rat lungs showed emphysematous changes. It is suspected that complication wi

th infection, air pollution, and/or aging would be necessary in addition to a primary genetic abnormality
to develop interstitial pneumonia in the disease.
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