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Biomarker development and clinical application by extraction of i
pathogenesis-related factors from early fibrosis foci of interstitial pneumonia

Terasaki, Yasuhiro

3,600,000
PPFE
uIp
PPFE FBLN LTBP2 FBLN LTBP2
PPFE 4 UIP 4 4 FBLN PPFE

PPFE

In the PPFE case, the elastic fibers of the alveolar septum remained, and
newly formed elastic fibers were seen in the active fibrous lesion.In UIP cases, the elastic fibers
in the alveolar septum tended to disappear, and cysts with fibrous remodeling with bronchiolization
were formed, but there was no evidence of newly formed elastic fibers in the active fibrous lesion.
Mass spectrometry analysis revealed increased levels of FBLN and LTBP2 iin the active fibrous lesion

of PPFE, and immunostaining showed FBLN- and LTBP2-positive newly formed elastic fibers were often
seen in the active fibrous lesion of PPPFE cases. FBLN levels in serum of 4 PPFE cases, 4 UIP cases,
and 4 controls were very high only in PPFE cases, indicating its potential as a marker of
hematologic disease in PPFE lesions.
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