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A non-smoker 80-year old woman with a past medical history 

of inactive and untreated systemic lupus erythematous diagnosed in 
1983 and polymyalgia rheumatica treated with prednisone (3 mg once 
daily) since 2018, was referred to our emergency department because 
of left-sided chest pain and dyspnoea. She presented no cough, 
weight loss or fever and there was no history of Sjogren’s syndrome. 
Complete blood count was unremarkable and no inflammatory 
syndrome was observed. A chest CT-scan revealed multiple diffuse 
cystic parenchymal lesions with thin walls and central nodular 
calcifications in both lungs (Figure 1A). The sputum culture was 
negative for mycobacterium tuberculosis, legionella pneumophilia, 
mycoplasma pneumonia, chlamydia pneumonia, coronavirus, 
echinococcosis and aspergillus. Anti-Nuclear Antibody (ANA) and 
anti-Ku tests were positive whereas anti-neutrophil cytoplasmic 
antibody (ANCA) and anti-nucleoprotein tests were negative. The 
preoperative pulmonary function tests showed a FEV1 of 78% and a 
DLCO of 73% of the predicted values.

A surgical biopsy of the largest lesion consisting of a medial 
segmentectomy of the middle lobe by Video-Assisted Thoracoscopy 
(VATS) was performed. Perioperative status showed multiple diffuse 
vascularized cysts with macrocalcifications (Figure 1B). Postoperative 
course was uneventful with chest tube removal on Postoperative (PO) 
day 3 and home discharge on PO day 4. 

The histopathological analysis revealed mainly perivascular and 
intersitital amyloid deposits with focal ossification. The Congo Red 
stain showed apple green birefringence in polarized light (Figure 
2). Preferential Kappa or Lambda light chain staining could not 
be demonstrated by immunohistochemistry. Amyloid typing by 
immunofluorescence was inconclusive. There was an inconspicuous 
bronchus-associated lymphoid tissue with polyclonality 
demonstrated by PCR, which did not present any characteristics 
for a marginal zone lymphoma neither for lymphocytic interstitial 
pneumonia. In the absence of a significant anomaly of the plasmatic 
protein electrophoresis and clinical signs for systemic amyloidosis, 
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a bone marrow biopsy was not performed. A diagnosis of localized 
pulmonary amyloidosis of undertermined subtype and without 
histologic evidence of underlying cause was retained [1-3].

During the follow-up, the patient did not show any respiratory 
or infectious complication. The 3 months postoperative pulmonary 
functions showed a FEV1 of 79% and a DLCO of 67% of the predicted 

Figure 1: Title: (A) Preoperative CT-scan of the lungs showing multiple bilateral 
cysts with thin walls and central macrocalcifications. (B) Thoracoscopic 
exploration revealing multiple vascularized cysts and macrocalcifications.

Figure 2: Title: Histological assessment of the resected pulmonary segment 
revealing partially calcified perivascular amyloid deposits (Congo Red, 
polarized light, x 100).
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values. The cardiac MRI did not show any sign of cardiac amyloidosis.
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