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Airway-centered Fibroelastosis Accompanied by Subpleural
Lesions of Unknown Cause in a Young Man Who Later
Developed Pulmonary Hypertension
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Masanori Akira* and Yoshikazu Inoue "’

Abstract:

A 26-year-old man with a history of bronchial asthma was found to have high-density shadows along the
bronchovascular bundle and in the subpleural area on computed tomography of the chest. Surgical lung bi-
opsy specimens from the right S’ showed fibroelastosis in the subpleural and central airway area with alveo-
lar destruction. He was diagnosed with airway-centered fibroelastosis of unknown cause after multidiscipli-
nary discussions. The patient developed pulmonary hypertension and died 6 years later. The patient was
younger in comparison to patients in earlier reports and had more obvious subpleural fibroelastic lesions in
the upper lobes than in previously described cases.

Key words: airway-centered fibroelastosis, bronchial asthma, bronchial abnormality, pulmonary hypertension,

subpleural lesions, upper lobes
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Introduction

Airway-centered fibroelastosis was first proposed as a
pathological entity with a specific clinical and imaging pres-
entation in 2016 (1). The characteristics of the 5 reported
cases are extensive airway-centered fibroelastosis of the up-
per lobes on histopathology, bronchial abnormality, and pre-
dominantly subpleural upper lobe consolidation on high-
resolution computed tomography (CT) of the chest (1). The
reported patients have all been middle-aged women who
were previously diagnosed with bronchial asthma and ob-
structive or restrictive respiratory dysfunction (1). We herein
report a rare case of airway-centered fibroelastosis in a
young man with obvious parenchymal fibroelastosis in sub-
pleural lesions of both upper lobes who developed pulmo-
nary hypertension.

Case Report

A 26-year-old man presented to a local doctor with a
complaint of cough in 2011. A chest radiograph showed an
infiltrative shadow and loss of volume predominantly in
both upper lung fields. CT of the chest showed high-density
shadows mainly in the upper lung fields (Fig. la-c). These
findings prompted a referral to our institution. The patient’s
past medical history included bronchial asthma since his
teenage years, which was treated with an inhaled corticoster-
oid and a long-acting beta-agonist (salmeterol/fluticasone).
He was a non-smoking clerical worker in a welding factory
and had not inhaled mine dust. He used a down quilt and
had no pets. His family history included a father with liver
disease, a mother with hypertension and hyperlipidemia, and
a younger brother with allergic rhinitis. His body mass in-
dex on the first admission to our hospital was 24.7. Wheeze
was detected on chest auscultation and clubbed fingers were
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