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Case Report

Adenopathy and fibrosis in thoracic sarcoidosis occurring
concurrently-A rare presentation
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Abstract

Sarcoidosis is a common multisystem disorder affecting the thoracic region. A well-defined, clinical staging system already exists for thoracic sarcoidosis. Rarely,
combinations of signs / symptoms or imaging features may occur that may challenge the staging system as seen in our case and may force us to realize that our
understanding of the disease pattern is still in the stage of evolution. In this article, we are describing a rare combination of adenopathy with pulmonary fibrosis (first

and final stage features) in thoracic sarcoidosis at presentation.

Introduction

Sarcoidosis is a noninfectious, granulomatous disease affecting
multiple systems of the human body. Respiratory system or thoracic
cavity is invariably affected in the disease. A clinical staging system
exists based on the imaging features and determines the prognosis of
the patient. In this article, we present an interesting case of thoracic
sarcoidosis where the imaging features of stage I & stage IV were
detected concurrently (with latter also at uncommon location) at the
time of presentation.

Case report

A 30-years old male presented with few months’ onset of slight
dyspnea on exertion. Clinical examination revealed fine crepts at
bilateral pulmonary bases; more marked on right side. History of
obvious fever and cough was denied. Laboratory examination including
serum ACE levels was unremarkable. Radiograph of the chest in PA
projection was advised which revealed doubtful right hilar adenopathy
with infiltrative lesions in right pulmonary basal region. Contrast-
enhanced computed tomography (CECT) of the chest was then advised
for further evaluation.

CECT thorax in mediastinal window setting revealed near-
symmetric, homogeneous, bilateral, discrete, hilar adenopathy along
with subcarinal adenopathy without obvious internal calcification
or rim enhancement (Figure 1 & 2). Lung window settings revealed
presence of interstitial septal thickening with few cyst formation
involving basal segments of right lower lobe associated with subpleural
fibrotic changes, pleural tagging and slight loss of volume of right lower
lobe. Small area of fibroatelectatic changes in left basal lung was also
noted (Figure 1 & 2). Based on these findings, diagnosis of thoracic
sarcoidosis with stage I (adenopathy) and stage IV (pulmonary fibrotic
lesions) findings were suggested.

Transbronchial biopsy of mediastinal & hilar adenopathy revealed
noncaseating granulomas confirming the diagnosis. Patient was then
advised short-duration steroid therapy after completion of which
patient remained asymptomatic for six months before being lost in
follow-up.
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Discussion

Thoracic sarcoidosis, a multisystem, noninfectious, granulomatous,
inflammatory disease characterized histologically by formation of
noncaseating granuloma in affected tissues, is being increasing reported
from the Indian subcontinent. Imaging plays an important role in the
staging of the disease which is as follows:

Stage 0: Normal chest findings

B

Figure 1. A-D. Transaxial CECT chest images in mediastinal-window settings (A,B) show
subcarinal & bilateral hilar adenopathy (white arrows) and lung-window settings (C,D)
show fibrotic changes in bilateral basal lungs (black arrows); more marked on right side.
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Figure 2. A-D. Coronal CECT chest images in mediastinal-window settings (A) show
subcarinal & bilateral hilar adenopathy (white arrows) and mediastinal (B) with lung-
window settings (C,D) show fibrotic changes in bilateral basal lungs (black arrows); more
marked on

Stage 1: Bilateral hilar and / or mediastinal adenopathy

Stage 2: Adenopathy with pulmonary parenchymal infiltrates
Stage: 3: Pulmonary parenchymal infiltrates only

Stage IV: Pulmonary fibrosis

The above-described staging system not only helps in determining
mode of management (NSAID vs steroid therapy) but also helps in
monitoring treatment and predicting prognosis [1]. Advanced stage
of the disease is associated with poorer prognosis and morbidity
& mortality is primarily related to development of pulmonary
hypertension & respiratory failure secondary to pulmonary fibrosis [2].

Enlarged hilar (usually symmetrical) and mediastinal nodes, first
stage of disease is the commonest mode of presentation at the times

of diagnosis with less than one-fifth showing nodal calcification [3,4].

Pulmonary parenchymal interstitial infiltrative lesions (often
symmetrical) occurring primarily in the central zones of the upper
lobes may occur with or without adenopathy comprising of Stage II
& Stage III disease respectively [3]. Though sarcoidosis is primarily an
interstitial disease yet airspace consolidation with air-bronchogram
is not infrequently seen. Progression of disease leads to irreversible
pulmonary fibrosis with loss of normal volume & pulmonary
parenchymal architecture as well as development of honeycombing,
bronchiectasis, bullae & rarely cavitation in the affected regions of lung

[5].

Thus our case is unique as both stage I (adenopathy) and stage
IV (pulmonary fibrosis) findings were seen concurrently at the time
of presentation with latter being at uncommon location. This case
teaches us that the use of staging system in thoracic sarcoidosis cannot
be overemphasized and more number of similar cases may make the
changes in the staging system imperative.

Conclusion

Though present system of staging of thoracic sarcoidosis helps in
management, monitoring of treatment and predicting prognosis yet
deviations in presentation of disease (concurrent existence of stage I &
IV manifestations) may make the clinical task difficult.
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