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A rare case of Pleuroparenchymal fibroelastosis in Sri Lanka                                                                          

Pleuroparenchymal f ibroelastosis (PPFE) is a very rare 
interstitial lung disease which carries many challenges in the 
process of diagnosis. A 73 years old female was evaluated for 
exertional dyspnea with CXR PA evidence of bilateral upper lobe 
fibrosis and pleural thickening. HRCT revealed typical features 
suggestive of PPFE. Lung biopsy was not performed considering 
the risk. Though it is rare PPFE should be considered when 
evaluating bilateral apical fibrosis. Proper radiological evaluation 
is paramount important in the process of diagnostic evaluation. 
Performance of lung biopsy as an essential criterion should be 
reconsider with associated risks.
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Introduction

Pleuroparenchymal fibroelastosis (PPFE) is a

very rare interstitial lung disease which is first de-

scribed as AMITANI disease in Japan 1992. 2

Worldwide only about hundred cases being re-

ported where as our case would be the first re-

ported case of PPFE in Srilanka to our

knowledge.

Fibrosis of the visceral pleura with the subjacent

lung parenchyma predominantly affecting Bilat-

eral upper lobe is the main feature in PPFE. It

has been described as a separate disease entity

categorized under rare interstitial lung disease

with characteristic clinical, radiological and

pathological features.

Age at presentation is highly variable. Bimodal

distribution is described with an age ranged from

13 to 87. Even though most are idiopathic many

associations with possible etiological factors

have been identified. Lung and bone marrow

transplantation, 3 chemotherapeutic agents, ex-

posure to aluminosilicate dust and recurrent

lower respiratory tract infections leading to in-

flammation are some of them. Association with

UIP and NSIP have also been described. 2,4

There are radiological as well as Histopathologi-

cal criteria to diagnose PPFE. For definitive di-

agnosis it is recommended to use both radio-

logical as well as Histopathological diagnostic 

criteria. 

A 73 years old retired clerk from suburb area of 

Colombo, presented to Central chest clinic with 

progressively increasing Exertional dyspnea of 

mMRC dyspnea scale grade 3 for two years as-

sociated with intermittent dry cough. She had 

noted significant loss of weight over the past one 

year. There was no evening pyrexia. She didn’t 

have any past history of Tuberculosis or family 

history of chronic respiratory illness. She didn’t 

smoke and there was no occupational dust ex-

posure either. Physical examination revealed 

Cachectic lady who was not dyspneic at rest with 

saturation of 97% on air. Few scattered crepita-

tions were noted in bilateral upper zones. 

Chest Xray PA (figure 1) view revealed bilaterally 

reduced lung volume with pleural thickening and 

upper lobe fibrosis. High resolution Chest CT 

(figure 2) showed Irregular pleural thickening 

with adjacent reticular abnormalities and traction 

Bronchiectasis in Bilateral upper zones sugges-

tive of PPFE. Small Left apical pneumothorax is 

also noted. 

Aspergillus specific Immunoglobulin G (Ig G) 

and Total Ig E were within normal range. Tuber-

culosis screening was negative. 

 

 

Figure: 1 



Prasanjanie A. Jayasinghe et al., IJCR, 2020; 4:151

IJCR: https://escipub.com/international-journal-of-case-reports/                              3

 

Figure: 2 

 

Considering overall clinical picture and radiolog-

ical finding patient was diagnosed to have Pleu-

roparenchymal fibroelastosis. We did not per-

form lung biopsy as it carries high risk of pneu-

mothorax especially in this patient who already

had Left side spontaneous pneumothorax. Pa-

tient was offered supportive care including Pul-

monary rehabilitation, vaccination and regular

fallow up was arranged for further assessment of

progression of the disease and oxygen require-

ment.

Discussion

Pleuroparenchymal fibroelastosis (PPFE) is a

very rare interstitial lung disease which carries

many challenges in the process of diagnosis. Fi-

brosis of the visceral pleura with the subjacent

lung parenchyma predominantly affecting Bilat-

eral upper lobe is the main feature in PPFE.

Upper lobe fibrosis is also seen in Tuberculosis,

Allergic bronchopulmonary aspergillosis (ABPA)

and Silicosis like diseases. So in countries like

Sri lanka where tuberculosis is endemic and Pul-

monary Aspergillosis 1 is common, diagnosis of

PPFE is more challenging.

Patients with PPFE present with Exertional

dyspnea, dry cough along with constitutional

symptoms. Most of them have platythorax, biba-

sal crepitation if associated UIP is present. 2 Re-

strictive pattern lung function test with reduced

DLCO is observed. Characteristically dispropor-

tionate reduction in FVC than DLCO is noted due

to pleural thickening. Also this has lead to slightly

increased pCO2 with normal pO2 in the early

stage of the disease course whereas later

stages increased pCO2 with reduced pO2 is de-

veloped. 2,4

Investigations should be arranged to exclude tu-

berculosis and Pulmonary aspergillosis at the

beginning.

Radiological evaluation is paramount important

in the process of diagnostic evaluation. Irregular

pleural thickening and dense reticular fibrosis of

subjacent lung parenchyma involving bilateral

Upper lobes is the major radiological feature

suggestive of PPFE. Clear demarcation between

abnormal and normal lung is a characteristic

finding 2. Significant lung volume reduction as

evident by upwards hila retraction and reduced

ratio of the anteroposterior to transverse diame-

ter will also favor the diagnosis. interlobular sep-

tal thickening, large cysts, and multiple bullae

leading to Uni- or bilateral pneumothoraxes may

be seen as in our case. UIP or Fibrotic NSIP pat-

tern interstitial involvement is also described in

some.

In histopathological evaluation dense, Homoge-

neous, intra-alveolar fibrosis with septal elasto-

sis and fibrous thickening of the visceral pleura

with elastic fibers are typically seen in PPFE.

Furthermore, similar to radiological evaluation,
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abrupt transition from abnormal lesions to nor-

mal tissue has been noted. Sparse mononuclear

lymphocytic infiltration is another histological

feature which may helpful to differentiate.

Recommendation of Histopathological evalua-

tion for definitive diagnosis has many practical

issues. Most of these patients may present with

advanced disease and will not be fit enough to

undergo Lung biopsy. On the other hand, they

have high risk of developing pneumothorax

which will increase their morbidity and mortality

by increasing hospital stay leading to hospital

acquired infections. More importantly at present

Histopathological evaluation will not add any-

thing to patient management. Hence decision for

histopathological evaluation should be taken af-

ter assessing risk and benefits.

In conclusion even though this is considered to

be rare we should always consider PPFE when

evaluating bilateral apical fibrosis. Performance

of lung biopsy should not be an essential crite-

rion in the process of diagnosis considering as-

sociated risks.
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