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investigation on the mechanisms of cyst formation in Birt-Hogg-Dube syndrome

Yoshito, Hoshika
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We isolated type 11 alveolar epithelial cells (ATII) and fibroblasts from
lung tissues that was resected during operation of pneumothorax in patients with Birt-Hogg-Dub&
eacute; syndrome (BHDS). Additionally pleural mesothelial cells (PMC) was isolated from pleural
lavage fluid that was also obtained during operation. ATII derived from BHDS showed decreased

proliferation in the 3-D organoid culture system and increased apoptosis as compared with ATII
obtained from normal lung tissues ( a normal part of lobectomied lung in patients with lung cancer).
We performed gene expression microarray analysis using lung fibroblasts from BHDS and control and
PMC from BHDS and primary spontaneous pneumothorax. We found no apparent difference in gene
expression of lung fibroblasts, but significant differences in PMC regarding genes involved in
migration, adhesion, wound healing and coagulation.
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