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Question 1. Common aetiologies associated with pleuroparenchymal fibroelastosis (PPFE) are:
(a) Connective tissue diseases
(b) Dapsone
(c) Malignancy
(d) Post-haematopoietic stem cell transplant

Question 2. Which of the following statements are relevant to the presentation of PPFE?
(a) PPFE tends to affect females more than males.
(b) PPFE usually presents insidiously with progressive dyspnoea, cough and weight loss.
(c) PPFE may present with bilateral pneumothoraces and pneumomediastinum.
(d) PPFE is one of the sequelae of pulmonary tuberculosis.

Question 3. Imaging features of PPFE include:
(a) Bilateral symmetrical hilar lymphadenopathy
(b) Platythorax
(c) Upper lobe-predominant pleural thickening with subpleural fibrosis
(d) Widespread bronchial wall thickening, mucus plugging and tree-in-bud opacities

Question 4. Regarding diagnosis of PPFE:
(a) A definite diagnosis of PPFE requires a surgical lung biopsy.
(b) Patients with PPFE who undergo surgical lung biopsies may be at increased risk of postoperative 

complications such as prolonged air leaks from a pneumothorax.
(c) Revised diagnostic criteria without the need for histology have been widely accepted to diagnose PPFE.
(d) Histological features of PPFE include visceral pleural fibrosis and subpleural intra-alveolar fibrosis 

with alveolar septal elastosis that spares the lung parenchyma away from the pleura.

Question 5. The following treatments have been shown to be effective in PPFE:
(a) Methotrexate
(b) Lung transplant
(c) Chronic antibiotic therapy
(d) Bronchodilator therapy
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