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DESCRIPTION
A 41-year- old male Caucasian patient presented 
with dyspnoea, with a background of bronchiectasis 
secondary to common variable immunodeficiency 
(CVID). Initial investigation included a pulmonary 
function test showing a restrictive defect and a CT 
of the chest for the investigation of possible granulo-
matous disease. The CT showed interstitial fibrosis 
with patchy areas of subpleural and peribroncho-
vascular consolidation (figure 1A), consistent with 
granulomatous–lymphocytic interstitial lung disease 
(GLILD), proven on transbronchial biopsy. The scan 
also revealed a small spontaneous pneumomedias-
tinum (figure 1B,C) most likely as a complication of 
recurrent infections and coughing treated conserva-
tively as it responds well to conservative treatment. 
On the mediastinal window settings, there were 
multiple enlarged and prominent mediastinal and 
hilar lymph nodes (figure 2A). To exclude an under-
lying lymphoproliferative disease, endobronchial 
ultrasound- guided transbronchial needle aspiration 
was performed, showing non- necrotising granulo-
matous inflammation.

CVID is the most common clinically significant 
primary immunodeficiency in the adult, associated 
with high risk for recurrent infections: lymphopro-
liferative, granulomatous and autoimmune diseases. 
CVID patients may develop a combination of gran-
ulomatous and lymphoproliferative lung disease 
known as GLILD. This is a lung complication of 
CVID indicating worse prognosis.1 The incidence 
of GLILD in CVID is approximately 25% with a 

higher prevalence in the late adolescent to young 
adult age range.1 The pathological changes are 
complex and overlapping, including follicular bron-
chiolitis, lymphoid hyperplasia, lymphocytic inter-
stitial pneumonia and sarcoid- like granulomatous 
reactions.1 2 The pathological changes reflect the 
radiological appearances on CT. Typical radiolog-
ical findings of GLILD on CT include micronod-
ules, ground- glass opacities, bronchiectasis, patchy 
consolidations and a diffuse reticular pattern with 
a lower zone predominance.3 4 The imaging and 
clinical pattern is often difficult to distinguish 
from pulmonary sarcoidosis especially in cases 
with increased ACE levels.5 However, the lower 
zone predominance of the abnormalities and the 

Figure 1 (A) Axial CT image of the chest in a 
patient with common variable immunodeficiency, 
showing interstitial fibrosis with subpleural and 
peribronchovascular consolidation consistent with 
granulomatous–lymphocytic interstitial lung disease, 
proven on lung biopsy. (B, C) Axial CT image and 
coronal reconstruction showing the small spontaneous 
pneumomediastinum (arrows) as a complication of 
recurrent infections and coughing in the same patient.

Figure 2 (A, B) Axial and coronal CT images 
showing mediastinal and hilar lymphadenopathy in the 
same patient with granulomatous common variable 
immunodeficiency. Endobronchial ultrasound histology 
showed non- necrotising granulomatous inflammation.

Learning points

 ► Granulomatous–lymphocytic interstitial lung 
disease (GLILD) represents one of the most 
important complications of common variable 
immunodeficiency with a combination of 
overlapping histological and radiological 
patterns of lymphocytic interstitial pneumonia, 
follicular bronchiolitis, granulomatous lung 
disease and organising pneumonia.

 ► A diagnosis of GLILD indicates worse prognosis 
with an increased risk of a lymphoproliferative 
disease complication.

 ► Screening examinations, such as pulmonary 
function testing and CT of the chest, can 
be used to evaluate pulmonary status 
and detect possible complications such as 
pneumomediastinum.
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presence of bronchiectasis appear to distinguish GLILD from 
sarcoidosis.3 Intrathoracic lymphadenopathy and splenomegaly 
are also common findings, mimicking lymphoma, which should 
be considered and excluded, given the significantly higher prev-
alence of lymphoma in this group of CVID patients compared 
with general population.6 To the best of our knowledge, compli-
cations as pneumomediastinum and pneumothorax in the 
context of GLILD are not previously described in the literature; 
however, it is considered a known complication in the back-
ground of ILD.
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