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Body: Objectives: Idiopathic interstitial pneumonia (IIP) predominant in upper lobes is not common but
present in clinical practice with certain features such as severe breathlessness and poor outcome. In this
study, we aimed to define clinical features in patients with this type of disease. Methods: We reviewed the
medical records of all 301 patients with surgically proven IIP in our institute between 2001 and 2011. HRCT
was employed to specify the distribution of the lesion. Pulmonary function, 6-minute walk test, clinical
background, and outcome in patients with IIP predominant in upper lobes with pathological UIP (upper lobe
UIP) were especially analyzed. The data were compared with those in UIP predominant in lower lobes
(usual UIP). Results: Nine patients of upper lobe UIP and 111 patients of usual UIP were identified in 301
patients. There was no significant difference in 6-minute walk test, smoking history or other clinical
background between upper lobe UIP and usual UIP. However, significant difference between the two
groups was observed in KL-6 (600 vs 1166 IU/ml), %DLCO (108.7 vs 78.0%), RV/TLC% (42.6 vs 33.6%),
PaCO2 (44.6 vs 41.7 torr), and AaDO2 (7.1 vs 16.8 torr). The increase of residual volume and PaCO2 may
indicate alveolar hypoventilation and contribute to the respiratory distress in patients with upper lobe UIP,
even though pulmonary diffusing capacity were more likely retained. The survival time tended to be shorter
in patients with upper lobe UIP. Conclusions: Our results delineate the characteristics of upper lobe UIP and
support the view that upper lobe UIP is a distinct category of IIP.
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