
1Kinoshita Y, et al. BMJ Case Rep 2022;15:e251483. doi:10.1136/bcr-2022-251483

Idiopathic pleuroparenchymal fibroelastosis
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DESCRIPTION
A woman in her 60s presented with chronic 
cough, dyspnea on exertion and progressive 
weight loss. She was a never smoker and had a 
history of recurrent pneumothorax (one bilateral, 
one right sided and one left sided). There was no 
history of exposure to organic dust. She had a 
slender stature with a flattened thoracic cage. At 
the time of initial examination, she was 154 cm 
tall and weighed 30.4 kg with a body mass index 
of 12.8. She had an oxygen saturation of 93% 
while breathing ambient air. Sounds on ausculta-
tion of the lungs were normal. Arterial blood gas 
analysis on ambient air showed hypoxemia with 
mild hypercapnia (PaO2, 58 torr; PaCO2, 49 torr; 
and pH, 7.46). Laboratory investigations revealed 
a normal Krebs von Lungen- 6 level (216 U/mL; 
normal range of 0–449 U/mL) and a normal β-D 
glucan level. Antinuclear antibodies and rheu-
matoid factor were negative. Repeated sputum 
examinations were sterile without Mycobacte-
rium or Aspergillus. Posteroanterior (figure 1A) 
and lateral chest radiography (figure 1B) showed 
bilateral upper lobe- predominant consolidations, 
a rightward tracheal deviation (arrowheads) and 
a flattened thoracic cage. Chest CT (figure 2A–C) 
revealed upper lobe- dominant, subpleural wedge- 
shaped consolidations, an upward shift of hilar 
structure and a mild pneumothorax (arrow). 
There were no mediastinal or hilar lymphade-
nopathy. No underlying diseases of interstitial 
pneumonia were evident. She was diagnosed 
with idiopathic pleuroparenchymal fibroelas-
tosis (PPFE) according to a multidisciplinary 
discussion.

Idiopathic PPFE is a rare subtype of idiopathic 
interstitial pneumonia, which is characterised by 
upper lobe- dominant pulmonary fibrosis with 
peculiar clinical features of recurrent pneumo-
thorax, flattened thoracic cage and progres-
sive emaciation.1 The disorder was named 

‘pleuroparenchymal fibroelastosis’ because of 
its histopathological characteristics of increased 
elastic and collagen fibres in the subpleural area 
of the lungs with collagenous thickening of the 
visceral pleura.1

Idiopathic PPFE is usually progressive and 
results in restrictive ventilatory impairment. 
The prognosis of idiopathic PPFE is poor, with 
a 5- year survival rate of 23–58%.2 Some inves-
tigators have described a poorer prognosis of 
idiopathic PPFE than idiopathic pulmonary 
fibrosis.3 Antifibrotic agents including nintedanib 
and pirfenidone have been reported to be effec-
tive in a broad range of interstitial lung diseases. 
However, there is no established treatment for 
idiopathic PPFE. Clinicians should be aware of 
this interstitial pneumonia type, as it is sometimes 

Figure 1 Chest radiography showed bilateral upper- 
lobe- predominant consolidations, a rightward tracheal 
deviation (arrowheads), and a flattened thoracic cage 
(posteroanterior view: (A) and lateral view: (B)).

Figure 2 Chest CT (A–C) revealed upper- lobe 
dominant, subpleural consolidations, an upward shift of 
hilar structure and a mild left pneumothorax (arrow).

Patient’s perspective

I will be glad to be of help for future healthcare.

Learning points

 ► Idiopathic pleuroparenchymal fibroelastosis 
is a rare subtype of idiopathic interstitial 
pneumonia, which is characterised by upper 
lobe- dominant pulmonary fibrosis with peculiar 
clinical features of recurrent pneumothorax, 
flattened thoracic cage and progressive 
emaciation.

 ► Idiopathic pulmonary fibrosis is sometimes 
misdiagnosed as obsolete tuberculosis or 
residual scarring.

 ► Retrospective review or prospective 
investigation of imaging data is necessary to 
differentiate idiopathic pleuroparenchymal 
fibroelastosis from obsolete tuberculosis or 
residual scarring.
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misdiagnosed as obsolete tuberculosis or pulmonary apical 
cap. The obsolete tuberculosis or pulmonary apical cap are 
localised and have quite slow or no progression, while PPFE is 
extensive and progressive. During one year of follow- up, the 
patient’s pulmonary lesions gradually progressed, and home 
oxygenation therapy was introduced.
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Case reports provide a valuable learning resource for the scientific community and 
can indicate areas of interest for future research. They should not be used in isolation 
to guide treatment choices or public health policy.

ORCID iD
Hiroshi Ishii http://orcid.org/0000-0002-2143-5922

REFERENCES
 1 Frankel SK, Cool CD, Lynch DA, et al. Idiopathic Pleuroparenchymal fibroelastosis. Chest 

2004;126:2007–13.
 2 Kinoshita Y, Ishii H, Nabeshima K, et al. The pathogenesis and pathology of idiopathic 

pleuroparenchymal fibroelastosis. Histol Histopathol 2021;36:291–303.
 3 Suzuki Y, Fujisawa T, Sumikawa H, et al. Disease course and prognosis of 

pleuroparenchymal fibroelastosis compared with idiopathic pulmonary fibrosis. Respir 
Med 2020;171:106078.

Copyright 2022 BMJ Publishing Group. All rights reserved. For permission to reuse any of this content visit
https://www.bmj.com/company/products-services/rights-and-licensing/permissions/
BMJ Case Report Fellows may re-use this article for personal use and teaching without any further permission.

Become a Fellow of BMJ Case Reports today and you can:
 ► Submit as many cases as you like
 ► Enjoy fast sympathetic peer review and rapid publication of accepted articles
 ► Access all the published articles
 ► Re-use any of the published material for personal use and teaching without further permission

Customer Service
If you have any further queries about your subscription, please contact our customer services team on +44 (0) 207111 1105 or via email at support@bmj.com.

Visit casereports.bmj.com for more articles like this and to become a Fellow

 on M
ay 22, 2023 by guest. P

rotected by copyright.
http://casereports.bm

j.com
/

B
M

J C
ase R

ep: first published as 10.1136/bcr-2022-251483 on 5 July 2022. D
ow

nloaded from
 

http://orcid.org/0000-0002-2143-5922
http://dx.doi.org/10.1378/chest.126.6.2007
http://dx.doi.org/10.14670/HH-18-289
http://dx.doi.org/10.1016/j.rmed.2020.106078
http://dx.doi.org/10.1016/j.rmed.2020.106078
http://casereports.bmj.com/

	Idiopathic pleuroparenchymal fibroelastosis
	Description
	References


