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Introduction: 
Combined pulmonary fibrosis and emphysema (CPFE) has first described in 2005 as the new entity of 
comorbid emphysema and pulmonary fibrosis with poor prognosis and no established treatment. Because 
of the normal spirometric value, physicians need to perform another measurement to evaluate the disease 
progression such as diffusing lung capacity of carbon monoxide (DLCO). Thorough assessments are 
mandated to identify the major complications; pulmonary hypertensions(PH) and lung cancer. 

Case Presentation: 
A 79-year-old man admitted with dyspnea on effort with SpO2 of 98% with ambient air. He was ex-smorker 
of 44 pack-year. Clubbed finger and late inspiratory fine crackles were identified. Echocardiogram showed 
high tricuspid regurgitation pressure gradient (50.1mmHg). CT identified emphysema in bilateral lobes with 
pulmonary fibrosis in bilateral lower lobes. DLCO was reduced at 3.78ml/min/mmHg, but FVC of 3.59L 
(120.3%) and forced expiratory volume in one second(FEV1)/ FVC of 75.4% were normal. Significant 
reduction of SpO2 was documented in 6-minute walk test from 95% to 79% and the total distance was 
180 meter. Perfusion pulmonary scintigraphy was normal. Collagen disease were not likely on the clinical 
findings. Cardiac pressure study revealed low mean pulmonary capillary wedge pressure (4mmHg) and 
elevated mean pulmonary artery pressure (31mmHg). On the findings, the patient was diagnosed with CPFE 
with PH. The patient condition was once improved but gradually deteriorated on the follow-up after initiation 
of oral sildenafil with O2 therapy and inhaled LAMA/LABA. 

Discussion: 
The diagnosis CPFE is challenging but highly important as it has the potential risk of PH and lung cancer. 
Because the subnormal result of spirometer often mimics the diagnosis, physicians should evaluate DLCO, 
gas change and pulmonary pressure for the accurate diagnosis. CPFE is relatively new entity with no 
established treatment, thus should be attracted more attention.


