
           

Imaging diagnosis

Case 406

4. Pleuro-parenchymal fibro-elastosis

【Progress】

She was under watchful observation because she had no respiratory symptoms.

【Discussion】

Bilateral apical lesions are often depicted on routine CT such as emphysema,
tuberculosis, non-tuberculous mycobacterium called Kansasii disease (1), silicosis, 
pleuro-parenchymal fibroelastosis (PPFE, Amitani disease), and chronic hypersensitivity 
pneumonia. The apical area includes a lymphatic excreting system. It includes that 
minute foreign bodies irrespective of organisms or non-organisms which are not 
excreted by airways, are carried away to lymphatic pathways. However, in the situations 
of the foreign bodies in volume being over excretion capability, the micro-foreign 
bodies remain or accept immune response accompanied with fibro-reticular pattern.
PPFE or Amitani diseases have common histological backgrounds: accumulation of 

thick elastic fibrosis with collapse of pulmonary parenchyma (2-4). Elastic fibers include 
bronchiole for preserving their lumens, taking place of cartilage that preserves lumens 
patency of bronchus walls. In fact, the difference of bronchiole from bronchus is 
whether the presence of absence of cartilage. Then, the presence of elastic fiber implies 
collapse of pulmonary parenchyma peripheral of bronchioles. However, in case of PPFE, 
elastic fiber proliferates alveolar walls that are unresolved. Both diseases also include 
thick pleural thickening. Fibrosis produced by fibroblasts can be absorbable, but fibrosis 
produced by myofibroblasts, unabsorbable. Myofibroblasts emerge when damages are 
too great for fibroblasts to overcome. Honeycomb pattern is not found in thick fibrous 
pleural thickening at apex. 
The differences of PPFE from Amitani disease are clinical symptoms. Amitani diseases 

are often accompanied with pneumothorax and flattening of upper chest that depicts 
the trachea shifts backwards to the anterior line of thoracic vertebrae on chest CT. 
However, both diseases are common poorly prognostic for 10 to 20 years survivals. 
They are susceptible to infect mycotic infection such as Aspergillosis. As a result, 
Amitani disease might be included one of the extreme PTFE.
As one of the stable thick fibrous diseases with pleural thickening, chronic 

hypersensitivity disease is listed. The image characteristics of hypersensitivity 
pneumonia are three density patterns on CT: ground glass, normal density and 
hyperlucent (5,6). When antigen exposure finalizes, these patterns usually disappear. 
However, the exposure of allergic foreign bodies is persistent, fibrosis by fibrocytes falls 
into unabsorbable fibrosis by myofibroblasts, indicating that chronic hypersensitivity 
add the findings of thick fibrosis to three density patterns. 
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【Summary】

We presented a seventy-six-year-old female presented in our hospital for hem stool 
several times without respiratory symptoms. The follow-up CT images depict 
progressive fibrosis associated with pleural thickening and trachea dorsal margin is 
the same level of anterior trachea margin indicative of flattening upper chest that is 
not contradictory with pleuro-parenchymal fibroelastosis. It is borne in mind that 
when fibrous pleural thickening at apex, chronological CT check is crucial to check 
whether more thickening or stable, whether trachea dorsal line shifts backward or 
not or whether pneumothorax is associated or not.

【References】

1. Kobashi Y,Mouri K,Miyashita N,Oka M :Clinical usefulness of QuantiFERON TB-2G Test for the early 

diadnosis of pulmonary Mycobacterium kansasii disease.Jpn J Infect Dis 2009 62:239-241

2. Repo UK, Kentana E, Koistinen J. Pulmonary apical fibrocystic disease. A serology study. Eur J Respr Dis 
1981 ; 62 : 46―51. 

3. Taryn L. Reddy, et al.Pleuroparenchymal fibroelastosis: a spectrum of histopathological and imaging 
phenotypes.ERJ August 1, 2012 vol. 40 no. 2 377-385

4. 網谷良一，新実彰男，久世文幸，他．特発性上葉限局型肺線維症．呼吸 1992;11:693―699. 

5. Lynch, D.A.; Newell, J.; Logan, P.; King, T., Jr.; Muller, N. Can CT distinguish hypersensitivity pneumonitis 
from idiopathic pulmonary fibrosis? AJR. Am. J. Roentgenol. 1995, 165, 807–811.

6. Silva, C.I.S.; Muller, N.; Lynch, D.A.; Curran-Everett, D.; Brown, K.; Lee, K.; Chung, M.; Churg, A. Chronic 
hypersensitivity pneumonitis: Differentiation from idiopathic pulmonary fibrosis and nonspecific 
interstitial pneumonia by using thin-section CT. Radiology 2008, 246, 288–297.


