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Idiopathic  pleuroparenchymal  fibroelastosis  (IPPFE)  is

widely  recognized  as  a  specific  entity  belonging  to  idiopathic

interstitial  pneumonia1 and is  usually  characterized  with

progressive  exertional  dyspnea and  pneumothorax.2 There

are  no  previous  reports  of an IPPFE  case  with  recurrent

pneumothorax  and bilateral  pleural  effusion.

Here,  we  reported  an  unusual  IPPFE  case  with  recurrent

pneumothorax  with  bilateral  pleural  effusion.  A case  of  a 28-

year-old  female,  non-smoker  was  initially  admitted  to  our

hospital  due  to  dry  cough  and  progressively  worsening  dysp-

nea.  High  resolution  computed  tomography  (HRCT)  revealed

pneumothorax  in  the  right  upper  zone  and  consolidation  in

the  bilateral  upper  zone  (Fig  A---D).  Biopsy  of  right  upper

lobe  and  right  pleura  revealed  obvious  fibrosis  and  elastosis

in  thickening  pleura  and  subpleural  parenchyma,  which  were

in  keeping  with  IPPFE  (Fig  E---H).  5  months  later,  the patient

was  re-admitted  for  progressive  hypoxaemia  and  respiratory

distress  (Fig  I---L). Imaging  showed  bilateral  apical  pleural

thickening  with  concurrent  bilateral  pleural  effusion.  Fol-

lowing  antibiotics  therapy  and oxygen  therapy  for  a  week,
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she  was  discharged  after  the return  of stable  vital  signs.

However,  she  suffered  from  gradually  worsened  wheezing

and  died  on  the 120th  day after discharge  from  the hospi-

tal.

In  conclusion,  IPPFE  should  be  considered  if a case

presents  with  bilateral  pleurae  thickening  and subpleu-

ral  parenchymal  lesions  with  an  upper  lobe predominance.

Elastin  fiber  stain  should  be  performed  routinely  in patients

with  the clinical  and  radiological  features  of  IPPFE,  if biopsy

specimen  can  be obtained.  Pleural  effusion  may  implicate

disease  progression  and  poor  prognosis.
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Figure  (A)  Chest  radiograph  shows  pneumothorax  on  the  right  side;  High  resolution  computed  tomography  (HRCT)  coronal  (B)  and

axial (C)  show  pneumothorax  on the  right  side,  bilateral  pleurae  thickening  and  subpleural  parenchymal  consolidation  (red  arrow);

(D) HRCT  shows  that  the  fibrosis  and  consolidation  are  scanty  of  the  lower  lobes.  (E)  Section  of  pleurae  biopsy  (H&E  stain  ×100)  shows

the thickened  pleura;  (F)  Masson’s  trichrome  stain  (×100)  demonstrates  dense  fibrosis  in subpleural  lung  parenchyma;  (G)  Elastic

Van Gieson  (EVG)  stain  (×100)  highlights  excessive  elastin  fibers  deposition  in pleura;  (H)  EVG  stain  (×100)  reveals  subpleural  lung

parenchyma.  (I)  Chest  radiograph  shows  peumothorax  on the  left  side;  (J)  HRCT  coronal  plane  shows  progressive  bilateral  pleurae

thickening; (K)  HRCT  axial  plane  exhibits  increasing  linear  and  patchy  opacities  in  the  lower  lobe;  (L)  HRCT  exhibits  bilateral  pleural

effusion (red  arrow).
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