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Fibroelastose pleuroparenchymateuse

= Epaississement pleural + fibrose souspleurale +
perte de volume

Lobes supérieurs

— Evolution PROGRESSIVE +/- rapide

—insuffisance respiratoire restrictive



Causes

Type of PPFE References

Idiopathic PPFE
MNMonidiopathic PPFE
As a form of restnctive allograft syndrome complicating lung, 12, 13, 1/, 20
bone mamow, and hematopoietic stem cell transplant (also
known as “restrictive chronic allograft dystunction”)
Fibrotic interstitial lung disease (e.g., usual interstitial 23, 27, 31, 32
pneumonia, hypersensitivity pneumonitis)
Chronic or recurrent bronchopulmonary infection (e.g., 1, 26, 27, 29, 30
Aspergilius, nontuberculous mycobactena)
Autoimmune or connective tissue disease (e.g., scleroderma, 22, 27
rneumatoid arthntis, inflammatory bowel disease)
Familial history of pulmonary fibrosis 1,2, 34, 35, 36
short telomere lengths resulting from mutations of genes 35, b6
encoding the telomerase complex
Anticancer/cytotoxic chemotherapy (e.g., cyclophosphamide 21, 45
and cammustine) and radiation therapy
Occupational dust inhalation (e.g., asbestos and aluminum) 24, 25




Fibroelastose pleuroparenchymateuse

H=F
Tout age

Dyspnée, toux, douleur thoracique,
amaigrissement

Platythorax, encoche suprasternale




Diagnostic

Clinique

Histologique
Radiologique

Marqueurs biologiques ?



Criteres diagnostics

Table 2. Proposed diagnostic criteria for pleuroparenchymal fibroelastosis

Category

Definite PPFE

Consistent with PPFE

Inconsistent with PPFE

Histopathology

Upper zone pleural fibrosis with subjacent
|lar fibrosis accompanied by alveolar

olar fibrosis present but 7) not

npanied by significant pleural fibrosis, 2) not
predominantly bpleural, or 3) not present in an
upper lobe biopsy

.ﬂ-.l::au nce of features in “definite PPFE™ and

consistent with PPFE” categories

High-Resolution Computed Tomography
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--prrwrlt
Upper lobe plvu ral 1hu:h¢-n|rh:| with associated
-.L.IDD-|1-*L.IId| fibrosis but 7) distribution
ntrated in the upper h:t:u-": or 2) -.-.-nh features
istent disease e
f features in “ |
'1'1':|'I.._| stent with PPFE” categories



RX

e Epaississement pleural lobes supérieurs
* Perte de volume LS avec ascension des hiles
e platythorax
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2005










TDM

Epaississement pleural LS
Fibrose souspleurale
Encoche suprasternale profonde

Bord postérieur trachée dépasse bord
antérieur vertebre









Diagnostic différentiel

Coiffe apicale
Sarcoidose
PHS
Mycobactéries e
Séquelles post-radiques Ref. 3
Asbestose

Connectivite




Take home message

* FEPP= Epaississement pleural + fibrose
souspleurale principalement lobes supérieurs

maladie EVOLUTIVE
-> Comparer aux examens antérieurs !
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