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We treated a 35- year- old man with acute lymphoblas-
tic leukemia/lymphoma primary disease on a medias-
tinal mass. At 36 years of age, he underwent peripheral 
blood stem cell transplantation (PBSCT) from an HLA 
full matched related sibling donor with a conditioning 
regimen of total body irradiation (12 Gy) and cyclophos-
phamide (120 mg/kg). Acute and chronic graft- versus- 
host disease developed; however, the patient's lung was 
unharmed. Seven years after the transplantation, an op-
portunistic onset of late- onset noninfectious pulmonary 
complication (LONIPC) developed on his right upper lobe 
with a scant paucity appearance (Figure 1A). LONIPC was 
cured after responding well to prednisolone therapy. The 
patient was then cleared from his clinical outpatient sta-
tus as a PBSCT recipient 12 years later. One year after his 
last visit to our transplantation outpatient clinic, he was 
transferred to our hospital with respiratory failure. The 

imaging diagnosis revealed typical pleuroparenchymal fi-
broelastosis (PPFE), which had been rapidly progressing 
over several months (Figure 1B). The patient's condition 
deteriorated and had poor lung function and severe respi-
ratory failure, necessitating home oxygen therapy. He died 
of respiratory failure 3 months after the onset of PPFE 
(Figure 1C).

PPFE has a progressive clinical course with a poor 
prognosis, and no definitive therapeutic options other 
than lung transplantation have been established.1 The 
typical clinical course of PPFE after transplantation is 
characterized by LONIPC that occurs several years after 
transplantation, usually within 5 years. The mechanism 
of PPFE has not been fully understood; however, pre-
vious reports indicated that multiple factors, including 
drugs, radiation, infection, and cell- mediated immune 
reactions, were associated with PPFE onset. In the 
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Key Clinical Message
The typical pleuroparenchymal fibroelastosis (PPFE) after hematopoietic stem 
cell transplantation (HSCT) is characterized by late- onset progressive pulmonary 
complication within 5 years. PPFE shows a poor prognosis without definitive 
standard care other than lung transplantation. Our case indicated an over 20 
years late- onset and aggressively exacerbating PPFE.
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F I G U R E  1  Patient pulmonary imaging. (A) Chest x- ray and CT before pleuroparenchymal fibroelastosis (PPFE). Seven years after 
hematopoietic stem cell transplantation, the patient's pulmonary lesion onset was a grand glass opacity on his right upper lobe (*indicated 
with asterisk in the center and right panel), which was not revealed on chest x- ray (left panel). We treated the patient with corticosteroid 
therapy and the patient responded favorably. (B) Chest x- ray and CT findings of the PPFE. The center and right columns represent the CT 
image of the patient in the coronal and cross- sectional sections, respectively. CT revealed significant bilateral apical pleural thickening 
and severe volume reduction of the bilateral apex (*indicated with black asterisk in the center and right panel). It was also discovered that 
architectural distortion caused traction bronchiectasis and peripheral consolidation. (C) Chest x- ray and CT findings of PPFE after the 
treatment of pulmonary congestion. The center and right columns represent the CT image of the patient in the coronal and cross- sectional 
sections, respectively. The patient had complicated pulmonary cardiac failure with massive pleural effusion around the bilateral pleura (left 
top and bottom panels). Following modest treatment of congestion, pneumothoraxes became clear in the bilateral lung (*indicated with 
white asterisk in the center and right panel).
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present case, PPFE emerged more than 20 years after 
transplantation, and the clinical course was aggressive. 
We experienced a late- onset and aggressively exacerbat-
ing PPFE, which had an atypical onset more than 20 years 
after transplantation. This case suggested performing an 
annual health check for vital organs to maintain health 
and prevent extremely late complications, even long after 
transplantation.
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