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Congenital pulmonary airway malformation: A rare diagnosis in
adulthood
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Key message
This paper consists of a clinical image of a complex developmental anomaly that is
usually diagnosed prenatally or during childhood. Its detection in adult life is very
rare, as happened in the present case.
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CLINICAL IMAGE

A 28-year-old woman presented with chronic cough. She
was a non-smoker, with a history of asthma and an episode
of community-acquired pneumonia 1 year before. Com-
puted tomography (CT) scan showed right apical and mid-
dle lobe polylobulated consolidations (Figure 1). Bronchial
biopsies and CT-guided transthoracic biopsy were inconclu-
sive. No microorganisms were isolated and there were no
signs of neoplastic process. Positron emission tomography-
CT did not exclude malignancy (18-fluorodeoxyglucose pos-
itron emission tomography CT [18FDG PET/CT] maximum

standardized uptake value [SUVmax] = 2.4). Surgical biopsy
was performed, demonstrating cavities covered with respira-
tory epithelium exhibiting mucinous cell hyperplasia, con-
sistent with a type 1 congenital pulmonary airway
malformation (CPAM) (Figure 2). Surgical removal of the
lesion was the chosen treatment. The patient remained
asymptomatic afterwards. CPAM is an uncommon develop-
mental anomaly of unknown cause, characterized by over-
growth of terminal bronchioles and intercommunicating
cysts. It is usually unilateral with involvement of a single
lobe and most cases are recognized in the first years of life.1

Presentation in adulthood is extremely rare, and usually
involves a history of recurrent pneumonia. CPAM may be
confused with infection or neoplastic process, as in the pre-
sent case, where the radiological presentation was atypical.

F I G UR E 2 Typical cystic adenomatoid malformation (HE �40)
F I G U R E 1 Middle lobe consolidation with polylobulated morphology
on chest computed tomography
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Malignant transformation has been described, thus surgical
resection is the gold-standard treatment.2
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