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CASE: An 80 year old male with a 
65 pack year history of cigarette 
smoking presenting with dyspnea 
on exertion.

Physical examination was significant for a room air 
saturation of 92%, crackles on chest auscultation 
and mild digital clubbing.  His pulmonary function 
test showed evidence of mild airflow obstruction 
(forced expiratory volume in 1 second (FEV1)/ forced 
vital capacity (FVC) 58%, FEV1 2.55 liters or 96%), 
normal lung volumes (VC 4.45 liters or 118%,total 
lung capacity  [TLC] 6.46 liters or 97%) and severely 
decreased diffusing capacity for carbon monoxide 
(DLCO): 25%. His echocardiogram showed a normal 
left and right ventricular size and function with no 
evidence of pulmonary hypertension.

Figure 1. Axial Images of the CT Scan of the Chest
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D.

Images A and B: upper zones of the lungs showing 
predominant paraseptal and centrilobular emphysema. 
Images C and D: lower zones of the lung demonstrating 
interstitial fibrosis with honeycombing.

Figure 2. Coronal Images of the Chest CT 
A.

B.

Images A and B: showing upper lobe emphysema and 
lower lobe pulmonary fibrosis. 

Diagnosis : Combined Pulmonary 
Fibrosis and Emphysema  (CPFE) 

The coexistence of pulmonary fibrosis and emphysema 
results in a clinical syndrome known as combined 
pulmonary fibrosis and emphysema (CPFE). It 
predominantly affects older men with significant 
smoking history, although exposure to agrochemical 
compounds has also been described in a few cases.1   
Patients usually complain of dyspnea on exertion and 
physical examination reveals bibasilar crackles on chest 
auscultation and digital clubbing. The coexistence of 
obstructive and restrictive lung disease in patients 
with CPFE leads to relatively normal spirometry and 
lung volumes, however, the diffusion capacity is usually 
severely reduced and may be the only abnormality 
found on a pulmonary function test.2 The diagnosis is 
established by high-resolution computed tomography 
(HRCT) which demonstrates upper lobe predominant 
centrilobular and /or paraseptal emphysema and lower 
lobe interstitial fibrosis.3 CPFE is associated with a poor 
prognosis related to the high prevalence of pulmonary 
hypertension and lung cancer when compared to 
patients with solitary idiopathic pulmonary fibrosis 
(IPF) or chronic obstructive pulmonary disease 
(COPD).4 The 1 year survival of CPFE patients with 
pulmonary hypertension is only 60%.5 There is no 
specific treatment for patients with this combined 
syndrome but treatment used for isolated IPF and 
COPD may be appropriate for patients with CPFE.
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