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Abstract

We report a case of a 29-year-old female with a history of asthma, post-partum ARDS, and pulmonary hypertension who presents
with severe shortness of breath. The patient describes her shortness of breath as progressive over the past 10 years. Chest
radiography and CT angiography of the thorax showed findings consistent with fibrosing mediastinitis with severe stenosis of
the left main pulmonary artery. This resulted in appearance of unilateral absent left lung perfusion on quantitative Tc-99-MAA
perfusion and Xe-133 ventilation (V/Q) scan.
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Fig. 1 A 29-year-old female, originally from the Southeastern USA, status
post deployment in Iraq with the military 7 years ago with a history of asthma,
post-partum ARDS, and pulmonary hypertension presents with severe short-
ness of breath. In 2009, the patient reported that she underwent mediastinos-
copy for mediastinal adenopathy; however, pathology was negative for
monoclonal B-cells. In November 2016, status post normal vaginal delivery,
the patient developed shortness of breath and was hospitalized for ARDS. AP

radiograph of the chest shows calcified mediastinal and left hilar lymph nodes
and a calcified granuloma in the left lower lobe compatible with sequela of
chronic granulomatous disease. There are very faint parenchymal opacities
seen scattered throughout the left lung and in the right upper lung zone. There
is mildly decreased volume of the left hemithorax and mild diffuse left-sided
pleural thickening

Fig. 2 Axial (a) and coronal (b) soft tissue algorithm contrast-enhanced
CT of the chest shows calcified lymph nodes and soft tissue encasing a
severely narrowed left main pulmonary artery (solid arrow). Also noted
are extensive groundglass infiltration of the left lung and milder
groundglass infiltrates in the right upper lobe (not pictured). The constel-
lation of imaging findings and reported surgical biopsy in 2009 that was
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negative for malignancy and non-caseating granulomas are suggestive of
fibrosing mediastinitis. These findings are likely sequelae of prior granu-
lomatous disease, most likely histoplasmosis, given the patient’s antibod-
ies to Histoplasma Mycelial. The fibrotic reaction characteristic of
fibrosing mediastinitis was potentially incited by patient’s exposure to
dust while deployed with the military in Iraq
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Fig. 3 Xenon 133 ventilation (a) images show symmetric ventilation to
the lungs without gas trapping bilaterally. Technetium-99m MAA planar
(b) and SPECT/CT fusion (c) perfusion images show absent perfusion to
the left lung (solid arrow). Absent unilateral left lung perfusion is due to
severe stenosis of the left main pulmonary artery secondary to encase-
ment by calcified lymph nodes and soft tissue as seen on CT. The left
main stem bronchus, however, remains patent, allowing the left lung to be
normally ventilated. Quantification values demonstrated that the left lung
contributes 3% and the right lung 97% of total lung perfusion. Clinically
the patient was diagnosed with fibrosing mediastinitis and is currently
listed for lung transplant. Fibrosing mediastinitis was first described by
Oulmont in 1855 as an uncommon sequela of prior granulomatous dis-
eases, most commonly Histoplasmosis in the USA; however, other etiol-
ogies such as infectious, autoimmune, and idiopathic inflammatory pro-
cesses have also been proposed [1-5]. It is a rare benign disorder resulting
from proliferation of acellular collagen and fibrous tissue within the me-
diastinum [1, 6]. Fibrosing mediastinitis results in infiltrating mass-like
fibrosis and mediastinal lymphadenopathy which often encases and
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compresses mediastinal structures, including the tracheobronchial tree,
esophagus, vena cava, pulmonary veins, and pulmonary arteries [3, 4,
6, 7]. The compression of mediastinal structures can lead to severe car-
diopulmonary symptoms [3, 6]. It has been suggested that there are two
subtypes of fibrosing mediastinitis, focal and diffuse. The focal variant
typically presents as localized calcified mass in the paratracheal or
subcarinal region and the diffuse variant as infiltrating, often non-calci-
fied, masses involving multiple mediastinal compartments [1, 3, 8].
Traditionally, medical and surgical treatment for pulmonary arterial dis-
ease have been notoriously difficult and ineffective with mortality rates
approaching 50% when both pulmonary arteries are involved in symp-
tomatic patients [9, 10]. Most patients succumb to severe pulmonary
hypertension and cor pulmonale [11]. The case presented here shows that
fibrosing mediastinitis is a possible, although uncommon, cause of uni-
lateral absent lung perfusion on V/Q scan. Additional differential consid-
erations unilateral absent lung perfusion includes obstructing lesions such
as carcinoma and mucous plugging, extrinsic compression due to thoracic
aortic aneurysm and rare causes such as Sywer-James syndrome [12]
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