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We presented the results of our analysis of clinical, imaging and
pathological findings in 52 cases of upper lobe predominant pulmonary fibrosis (PPFE), proposed
diagnostic criteria based on these data, and reported the results of validation of these proposed
diagnostic criteria. Subsequently, we reported the pathological features of pulmonary arteries in
PPFE, promising serum biomarkers for PPFE, the mechanism of alveolar collapse in the histopathology
of PPFE, and a summary of pulmonary histopathology in PPFE. In addition, we made prognostic models
for PPFE, and reported the progression of thoracic flattening, limited effect of antifibrotic
agents, presence of pre-diagnostic lesions, familial cases, and the studies on weight loss and
prognosis. Finally, this year, we published papers on partial pressure of carbon dioxide and
prognosis, and on a comparison of two clinical diagnostic criteria for PPFE.
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