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classification, based on the type of fibrillar component in amy-
loid deposits, there are innumerable subtypes. In the vast major-
ity of cases, light-chain amyloid fibrils and serum amyloid A are
identified.

In the thoracic compartment, amyloidosis typically affects the
heart but can also involve the pulmonary parenchyma, pleura,
lymph node chains, tracheobronchial tree, and other sites"?.
Pulmonary involvement is rare, reported as tracheobronchial,
diffuse/alveolar-septal, or nodular manifestations, the first being
the most common®~.

The tracheobronchial manifestation of amyloidosis is charac-
terized by the deposition of amyloid material in the trachea and
main bronchi, resulting in thickening of the walls, narrowing
of the lumina, and consequent airway obstruction, as well as
consolidations, atelectasis, pulmonary hyperinflation, and bron-
chiectasis®®.

Clinically, amyloidosis-related tracheobronchial impairment
can be asymptomatic or can manifest as dyspnea, wheezing,
hemoptysis, cough, or recurrent pneumonia®®. The symptoms
can be similar to those of bronchial diseases that are more com-
mon, including bronchial asthma®®.

Chest CT has been shown to be the imaging exam of choice

(6-9)

for the evaluation of thoracic diseases'®™, as well as for that

(10-12) 15 individuals

of diseases of the tracheobronchial tree
with amyloidosis, a CT scan can reveal smooth or irregular/
nodular thickening of the tracheal wall and bronchi, which can
be accompanied by calcified nodules in the submucosa®. The
differential diagnoses of diffuse tracheobronchial diseases in-
clude vasculitis (Wegener’s granulomatosis), tracheobronchial
papillomatosis, infectious involvement (rhinoscleroma, caused
by infection with Klebsiella rhinoscleromatis), tracheopathia
osteochondroplastica, and relapsing polychondritis'®. Unlike
tracheal involvement in tracheopathia osteochondroplastica or
relapsing polychondritis, tracheobronchial amyloidosis involves
the posterior membranous wall of the trachea®!?,

In individuals with amyloidosis, bronchoscopy usually shows
thickening of the walls of the trachea and bronchi, with flat,
multifocal, grayish-yellow plaques in the trachea and bronchi. In
rare cases, amyloid pseudotumors can be seen®'?. Histopatho-
logical findings of the disease include amyloid thickening of the
submucosa, in nodular masses or laminae, showing apple-green
birefringence after staining with Congo red'*. There is also a re-
duction in the number of submucosal glands, together with cal-
cifications and foci of bone metaplasia in the upper airways*,

In patients suspected of having bronchial asthma who present
with atypical symptoms and respond poorly to clinical treatment,
various differential diagnoses should be considered®. The pa-
tient in question was initially diagnosed with asthma but did not

Xanthogranulomatous cystitis in a child

Dear Editor,

A seven-year-old female patient with acute appendicitis
underwent an emergency appendectomy. During the procedure,
as incidental findings, a bulky bladder and a probable collec-
tion adhered to the wall were observed. Cystoscopy revealed an
enlarged bladder with diffuse thickening of its walls. Subse-
quently, computed tomography of the abdomen showed a well-
defined, hypointense collection, with cystic attenuation, with
regular contours, showing no enhancement and in contact with
the right lateral wall of the bladder (Figure 1). An investigation
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respond to treatment, and the definitive diagnosis of primary tra-
cheobronchial amyloidosis was made after a directed follow-up
assessment. We can conclude that, albeit rare, tracheobronchial
amyloidosis should be considered in such patients.
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of pathological antecedents revealed that the patient had expe-
rienced recurrent episodes of cystitis in the last year. The deci-
sion was made to perform laparoscopic surgery, during which a
small communicating orifice was identified (between the lesion
and the interior of the bladder) and partial cystectomy was per-
formed. Histopathological analysis demonstrated fibroadipose
tissue exhibiting a xanthogranulomatous reaction (characterized
by the presence of xanthomatous macrophages), together with a
giant-cell reaction, cholesterol crystals, and mild chronic inflam-
matory infiltrate. A similar macrophage reaction was observed in
the lymph node (Figure 2). In view of those findings, the main
diagnostic hypothesis was xanthogranulomatous cystitis.
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Figure 1. Coronal (A) and axial
(B) reconstructions of contrast-
enhanced computed tomogra-
phy of the abdomen, showing a
well-defined, hypointense collec-
tion with regular contours, with
cystic attenuation, showing no
enhancement and in contact
with the right lateral wall of the
bladder.

Figure 2. Histopathological sec-
tion showing fibroadipose tissue
with  a xanthogranulomatous
reaction (characterized by the
presence of xanthomatous mac-
rophages), a giant-cell reaction,
cholesterol crystals, and mild
chronic inflammatory infiltrate. A
similar macrophage reaction can
be seen in the lymph node.

Xanthogranulomatous cystitis is a rare chronic inflammatory
disease, only approximately 30 cases having been documented
in the literature. It has a benign course and its origin remains
obscure. However, previous reports have suggested possible as-
sociations with a remnant of the urachus, chronic infection,
malignant bladder tumor, and immune disorders'?. The clinical
symptoms are non-specific and therefore do not facilitate the dif-
ferential diagnosis with other diseases of the bladder. The most
common forms of presentation are irritative urinary symptoms,
a palpable mass in the abdomen, and hematuria®*. Among the
cases published in the literature, that the mean age at onset is
approximately 46 years, with no gender predominance, and the
preferential location is in the dome of the bladder>**. How-
ever, the case presented here was in a seven-year-old (pediatric)
patient, in whom the lesion was located in the right lateral wall,
thus ruling out any association with the urachus.

In individuals with xanthogranulomatous cystitis, conserva-
tive treatment is not effective. Such individuals require surgical
resection by partial cystectomy, which is currently the gold stan-
dard treatment fore the disease®. Xanthogranulomatous lesions
can occur at sites other than the bladder, typically the kidneys or,
less frequently, the gall bladder, pancreas, appendix, colon, ovary,
endometrium, and brain, usually mimicking malignancy=.

Xanthogranulomatous cystitis is an extremely rare disease
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and continues to be the subject of many studies, because little
is known about its true cause and behavior over the long term.

This case highlights the importance of recognizing an unusual
lesion that can present in individuals of any age and can impede
the final diagnosis.
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