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Elastic van Gieson staining showing a combination of visceral pleural fibrosis and intraalveolar fibrosis with elastosis (IAFE). IAFE
cemprising dense collagenous fibrosis fills the alveclar spaces. whereas the residual alveclar walls are highlighted by elastin
deposition. (5 At higher power. the alveolar parenchyma can appear “petrified” by the fibrosis, its architecture highlighted by
zbundant elastosis. (&) Intimal fibresis within the pulmonary vasculzsture, particularly the pulmonary veins. is 2 common finding in
pleurcparenchymal fibroglastosis. {2and £ Although IAFE predominates in the
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Pleuroparenchymal fibroelastosis presenting with pneumothorax
*March 2018 SAGE Open Medical Case Reports 6(2):2050313X1876285 DOI:10.1177/2050313X18762853 PPFE TR ERIA' T
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Chest radiograph of a 580-year-cld man with PPFE.

Watanabe K. Pleuroparenchymal Fibroelastosis: Its Clinical Characteristics. Curr Respir Med Rev. 2013 Aug; 9(4): 229-237

At the early stage, the bilatersl apical pleura appeared irregularly thickened; otherwize, they were almost normal. (b} Chest radicgraph taken 4.7
years after the image shown in 3a. Reticular and nodular opacities appeared in the bilateral upper lung fields, and hilar cpacities were further elevated.
{c) Chest radiograph taken 9.7 years after the image shown in 3a. Fibrotic shadows extended to lower lung figlds, and the diaphragm was elevated,
with the loss of bilateral lung volume. Multiple bullae and large cysts appeared in the upper lung fields.
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Watanabe K. Pleuroparenchymal Fibroelastosis: Its Clinical Characteristics.
Curr Respir Med Rev. 2013 Aug; 9(4): 226-237
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CRP 3.45 mg/dL, white blood cells 8200/ mm3,
neutrophils 84.8%, lymphocytes 8.6 % , BNP 34.9 pg/mL (< 18.4),
troponin 60.51pg/mL (< 45.3)
KL-6 3179 U/mL (< 500)
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