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Case Report

Case report

A retired, hypertensive 67-year-old male, a former smoker 
and alcoholic, was referred to our facility with complaints 
of progressive dyspnea, wheezing and chest pain for the last 
6 months. A chest X-ray obtained 8 years previously showed 
right hilar enlargement. He also had a long-standing history 
of episodic hemoptysis that ceased 10 years prior, together 
with a history of recurrent respiratory infections. Upon 
physical examination, he presented diminished breath 
sounds and slight crackles at the lung bases. A second chest 
X-ray revealed no changes in comparison with the first. The 

Introduction

The amyloidoses constitute a group of diseases in 
which extracellular protein folding, or rather misfolding, 
plays a prominent role.(1) The disease can be hereditary or 
acquired and can be systemic or localized. Some patients 
are asymptomatic, whereas others exhibit a range of symp-
toms, and, in certain cases, the disorder can even be severe 
and life-threatening.(2) Tracheobronchial amyloidosis is an 
uncommon localized form of amyloidosis, characterized by 
amyloid deposits restricted to the trachea, main bronchi 
and segmental bronchi.(3,4)
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Abstract
Tracheobronchial amyloidosis is an uncommon localized form of amyloidosis, characterized by amyloid deposits restricted to the trachea, 
main bronchi and segmental bronchi. We present the case of a retired 67-year-old man with long-term progressive dyspnea, wheezing and 
chest pain. A diagnosis of tracheobronchial amyloidosis was made after the third fiberoptic bronchoscopy and histological confirmation 
through Congo red staining of tissue samples.
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Resumo
A amiloidose traqueobrônquica é uma forma pouco comum de amiloidose localizada, caracterizada por depósitos amilóides limitados à 
traquéia, brônquios principais e brônquios segmentares. Nós apresentamos o caso de um homem aposentado de 67 anos com dispnéia 
progressiva de longa data, sibilância e dor torácica. O diagnóstico de amiloidose traqueobrônquica foi realizado após três fibrobroncoscopias 
e confirmação histopatológica com coloração vermelho congo.
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enomegaly (Figure 1). An induced sputum sample 
tested negative for bacteria, acid-fast bacilli and 
fungi. Bronchoalveolar lavage revealed a nonspe-
cific inflammatory process. 

Fiberoptic bronchoscopy was performed three 
times during the diagnostic approach. All exami-
nations revealed extrinsic compression of the right 
side of the trachea, nodular mucosal infiltrates 
distributed from the main carina to the right main 
and intermediary bronchus, as well as stenosis of 
the intermediary bronchus (Figure 2). Only during 
the third fiberoptic bronchoscopy was it possible 
to obtain a usable sample of the endobronchial 
infiltrates. Histopathological analysis of the tissue 
sample with Congo red staining demonstrated 
apple-green birefringence when viewed under polar-
ized light (Figure 3). A diagnosis of amyloidosis was 
strongly suggested. Samples of periumbilical adipose 
tissue and bone marrow revealed no evidence of 
systemic disease. The results of urinalysis (for 24-h 
proteinuria and creatinuria) and protein profiles 
were within normal limits. An echocardiogram, an 
electrocardiogram and an abdominal ultrasound 
showed no abnormalities. A diagnosis of tracheo-
bronchial amyloidosis was made. Six months later, 
the patient required only short-acting bronchodi-
lators, presenting mild respiratory symptoms and 
normal lung function test results.

results of pulmonary function tests (spirometry and 
the six-minute walk test) and laboratory tests were 
within normal limits. A recent computed tomog-
raphy scan of the chest showed partial stenosis of 
the intermediary and right main bronchi, together 
with laminar mucosal calcifications extending 
from the superior third of the trachea inferiorly 
to stenotic areas, as well as mediastinal lymphad-

Figure 1 - Computed tomography scan of the chest 
showing calcified wall thickening with stenosis of the 
intermediary and right main bronchi.

Figure 2 - Bronchoscopic views. a) Multiple nodular involvement of the right main bronchi; b) Narrowing of the 
intermediary lobar bronchi.
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calcifications, bronchiectasis and hilar adenop-
athy.(4,11) Computed tomography and fiberoptic 
bronchoscopy reveal bronchial wall thickening, 
irregular narrowing of the airway lumen and calci-
fied nodules within the submucosa.(3,4,6) Computed 
tomography scans can suggest the diagnosis, but 
fiberoptic bronchoscopy allows better visualization 
of the lesions and has the advantage of allowing the 
collection of samples for histopathological analysis. 
In most cases, the diagnosis is reached only after 
sequential fiberoptic bronchoscopy examinations. 

During the diagnostic approach, it is essential 
to consider neoplastic diseases, granulomatous 
disease, tracheobronchopathia osteochondroplastica 
and relapsing polychondritis.(8,9,13,14) The long-term 
clinical symptoms, together with the results of the 
imaging studies and fiberoptic bronchoscopy, narrow 
the diagnostic possibilities, tracheobronchopathia 
osteochondroplastica and relapsing polychon-
dritis being the principal differential diagnoses.(8,13) 
In the case presented here, the histopathological 
diagnosis was not made until the third fiberoptic 
bronchoscopy, which reflects the low level of suspi-
cion of tracheobronchial amyloidosis on the part of 
pathologists and the bronchoscopists. Although the 
recently developed therapeutic approach known as 
external beam radiation therapy might become a 
viable option,(15) we have had no experience with this 
intervention at our facility. The patient described 
here refused surgical intervention and was therefore 
treated with short-acting bronchodilators alone. 

In conclusion, patients with tracheobronchial 
amyloidosis can present a wide variety of nonspecific 
symptoms and characteristic findings on imaging 
exams. The diagnosis is confirmed essentially 
through fiberoptic bronchoscopy, with appropriate 
(Congo red) staining of the bronchial tissue samples 
obtained.
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Discussion

Tracheobronchial amyloidosis is a rare disease 
resulting from abnormal submucosal protein deposi-
tion in the trachea and large bronchi.(1-7) It is a slowly 
progressive disease that requires  histopathological 
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ptysis and recurrent pneumonia.(2-12) Cases of 
tracheobronchial amyloidosis simulating difficult-
to-manage asthma have been reported.(12) Half of all 
patients present with a normal chest X-ray; the most 
common alterations are lobar atelectasis, bronchial 
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Figure 3 - a) Histopathological analysis of a tissue sample 
shows eosinophilic masses of amyloid material; b) Congo 
red staining demonstrating apple-green birefringence.
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