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disseminated forms of histoplasmosis usually occur in 
immunocompromised hosts.[5,6] Lung biopsy and fungal 
culture has been widely recognized as the gold standards 
for diagnosing pulmonary histoplasmosis. Unlikely with 
the literature, our patient was presented with large solid 
mass of the right lower lobe abutting the surrounding 
structure with extension toward left lung. The diagnosis 
of histoplasmosis was established by histopathological 
examination and special staining of tissue obtained by 
percutaneous CT-guided biopsy. The patient was put on 
antifungal treatment in the form of Itraconazole and shows 
clinical as well as radiological improvement. The case 
was more interesting because no factor responsible for 
immunosuppression could be demonstrated in the patient.
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Figure 3: Chest X‑ray posteroanterior view demonstrating resolution 
of mass lesion

Idiopathic pleuroparenchymal fibroelastosis presenting as 
bilateral spontaneous pneumothorax: A case report

Sir,

Pleuroparenchymal fibroelastosis (PPFE) is an 
under-recognized clinicopathological entity characterized by 
fibroelastosis of the pleura and subpleural lung parenchyma 

with striking upper lobe predominance.[1] Pneumothorax 
and pneumomediastinum complicate the course of the 
disease and often can be the initial presenting manifestation. 
To the best of our knowledge, this is the second case report 
of PPFE from the Indian subcontinent.[2] This is the first case 
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PPFE was first described in Japan by Amitani et al.[3] as 
idiopathic pulmonary upper lobe fibrosis. The findings 
consistent in their cases were (a) slender stature with 
flattened thoracic cage, (b) progressive subpleural fibrosis 
without honeycombing, (c) recurrent pneumothorax, (d) no 
extra thoracic lesions, and (e) absence of acid-fast bacilli 
and lack of response to antitubercular therapy. It had been 
called as Amitani disease until the term PPFE was coined 
by Frankel et al. in 2004.[1]

Although the etiology is unknown, most cases have shown 
association with lung, bone marrow, and hematopoietic 
cell transplantations, chemotherapy drugs, occupational 
exposures, and recurrent lower respiratory tract infections.[4] 
The common symptoms at presentation include dyspnea, 
dry cough, weight loss, and chest pain. Patients often have 
slender body habitus and a flat chest.[1] Spontaneous or 
iatrogenic pneumothoraces which are generally small and 
often recurrent and bilateral are common in the course of 
disease. The elastic pleura has limited healing capacity 
and this leads to persistent bronchopleural fistulae.[5] 
Earlier age of onset, low body mass index, presence of a 
flat chest, upper lobe predominance, high incidence of 
pneumothorax, and bronchopleural fistulae differentiate 
this entity from idiopathic pulmonary fibrosis.[4,6]

The unique pathologic feature of PPFE is intense, 
predominantly elastic fibrosis of the visceral pleura, 
particularly in the upper lobes. Marked elastin deposition 
within the areas of fibrosis, very few or rare fibroblastic foci, 
and homogeneous intra-alveolar fibrosis with preserved 
alveolar structure rather than temporal heterogeneity 
differentiate PPFE from usual interstitial pneumonia (UIP) 
pattern.[7] Both UIP and nonspecific interstitial pneumonia 
have subpleural-predominant interstitial fibrosis, which 
consists of more of collagen than elastic fibers, and have 
a lower lobe predilection unlike PPFE.[1]

from our subcontinent where the diagnosis was established 
antemortem and treated successfully.

A  31-year-old female, a homemaker, presented with dry 
cough and progressively worsening dyspnea of 5 months 
duration in the postpartum period. She also lost 6 kg 
weight over the same period. Her history was insignificant 
for any connective tissue diseases. On auscultation, 
she had bilateral fine end inspiratory crackles more 
in the suprascapular areas. Arterial blood gas analysis 
was suggestive of Type I respiratory failure. Chest 
radiograph showed bilateral pneumothoraces and bilateral 
upper zone infiltrates [Figure 1a]. A high-resolution 
computed tomogram (CT) of the chest was done 
which revealed bilateral apical pneumothorax and 
pneumomediastinum along with bilateral apical fibrosis. 
There were also areas of subpleural consolidation and 
mosaic attenuation [Figure 1b-d]. A differential diagnosis 
of chronic hypersensitivity pneumonitis, sarcoidosis, 
tubercular sequelae-related lung disease, connective 
tissue-associated lung disease, drug-induced lung injury, 
and atypical interstitial lung disease were considered. 
A CT-guided biopsy was performed from the right upper 
lobe, which showed visceral pleural thickening with 
collagenous fibrosis, subpleural elastosis, and intra-alveolar 
collagenous fibrosis [Figure 2]. A diagnosis of idiopathic 
PPFE was made and she was initiated on systemic 
steroids (1 mg/kg prednisolone equivalent). Following 
the biopsy, there was worsening of the pneumothorax 
with persistent air leak which was managed with pigtail 
placement. Her arterial oxygen saturation gradually 
improved to 96% on room air and was discharged. On 
follow-up, as her symptoms worsened while tapering 
steroids, she was also started on mycophenolate mofetil 
as a steroid-sparing agent. One year since diagnosis, she 
continues to perform her daily activities and remains 
independent of oxygen support.

Figure 1: Chest radiograph showing bilateral pneumothoraces and 
bilateral apical fibrosis (a). High‑resolution computed tomography of 
the chest showing bilateral pneumothorax and subpleural fibrosis and 
consolidation of the upper and middle lobes (b and c) with relative 
sparing of the lung bases (d)
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Figure 2: Photomicrograph of lung biopsy showing fibrocollagenous 
tissue (H and E, ×200) (a and b). Photomicrograph highlighting the 
presence of excessive elastin fibers in the same areas using the elastin 
van Gieson stain (c and d)
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Differential diagnoses include asbestos-related disease, 
advanced fibrosing sarcoidosis, connective tissue-associated 
disease, radiation- and/or drug-induced lung injury, and 
organizing pneumonia (OP). A relevant exposure history 
and absence of sarcoid granulomas and asbestos bodies on 
histopathological examination can differentiate PPFE from 
asbestosis and sarcoidosis. Involvement of lung bases and 
more peribronchial distribution rather than predominant 
subpleural and paraseptal contiguous areas of fibrosis 
differentiates OP from PPFE.[7]

PPFE is a rare form of interstitial lung disease, and 
differentiating this entity from other idiopathic interstitial 
pneumonias is of paramount importance to study the 
natural history and to guide the treatment regimen. 
Performing elastin fiber stains routinely in patients with 
radiological features suggestive of PPFE is recommended 
to establish diagnosis.[5] Clinicians should anticipate 
complications such as both spontaneous and secondary 
pneumothoraces during the management of this entity. 
Lung transplantation remains the only option for refractory 
disease.
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A rare complication of bedside tracheotomy: Thyroid crisis

Sir,

Tracheostomy is routinely performed for airway 
management in critically ill patients.[1] Tracheostomy 
is associated with a few complications that may be 
early (airway bleeding, subcutaneous emphysema, vessel 
injury, infection, cricoid fracture, and others) or late 
(airway stenosis, tracheoesophageal fistula, and others).[2] 
Herein, we describe an uncommon complication (thyroid 
storm) of bedside tracheostomy.

A 40-year-old previously healthy female was admitted 
with the complaints of fever and breathlessness of 1-week 
duration. Physical examination revealed tachypnea (40 
breaths/min) and tachycardia (118 beats/min) and 
hypotension (mean arterial pressure, 55 mmHg). The 
pulse oximetric oxygen saturation was 72% at room air 
with a PaO2:FiO2 ratio of 120. The investigations revealed 
thrombocytopenia and anemia [Table 1]. Echocardiography 
revealed global hypokinesia with a left ventricular ejection 
fraction of 35%. A diagnosis of acute febrile illness with 
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