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standard treatment guidelines, neoadjuvant chemotherapy and
surgical resection, with or without local radiation therapy, followed
by adjuvant chemotherapy appears to be the best option.? In con-
clusion, although primary fissural PNET is an extremely rare soft
tissue sarcoma, this possibility must be taken into consideration in
the differential diagnosis of a primary fissural mass.
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Positive Positron Emission
Tomography/computed Tomography Scan and
Multiple Pulmonary Nodules: An Unusual
Diagnosis™

Tomografia por emision de positrones/tomografia
computarizada positiva y nédulos pulmonares miiltiples:
un diagnéstico poco habitual

To the Editor:

Primary amyloidosis is a rare disease caused by deposits of amy-
loid fibrils formed by insoluble protein in different tissue types.!
No genetic or environmental factors that might make an individual
more susceptible to amyloid deposits have been identified.?

Primary pulmonary amyloidosis, when deposits are limited to
the lungs and associated structures with no involvement of other
organs, is a very rare manifestation of the disease.2™*

Amyloid nodules in pulmonary parenchyma are usually an inci-
dental finding that must be distinguished from other diseases.*>
Pulmonary amyloid nodules with uptake on positron emission
tomography (PET) are very rare. To date, only 7 cases have been
published in the English literature.!

An 80-year-old man, a former smoker, presented with a few
months’ history of dyspnea and systemic signs (asthenia, anorexia
and loss of weight). Physical examination and laboratory tests
results did not reveal any significant changes. Chest X-ray showed
multiple disperse nodular lesions in both lung fields. Chest and
abdominal computed tomography (CT) found disperse nodular pul-
monary lesions with lobulated borders and no calcifications, in both
lungs (Fig. 1). No microorganisms or malignant cells were identified
in bronchoscopy specimens. PET-CT results suggested that some of
the lesions in both lungs had significantly higher affinity for FDG
than others, and there were no lesions with increased uptake in
any other part of the body. Lung function tests showed moder-
ate airway obstruction. Transthoracic and transbronchial biopsies
showed amorphous amyloid-type cells. Two years after diagnosis,
the patient remains in good clinical condition under treatment with
inhaled long-acting beta-antagonist bronchodilator and corticos-
teroid.

Primary pulmonary amyloidosis occurs in 4 forms: tracheo-
bronchial amyloidosis, nodular pulmonary amyloidosis, infiltrating
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interstitial amyloidosis and amyloidosis of the lymph nodes. The
anatomical and functional evaluation of respiratory tract amyloid-
osis should be evaluated using standard X-ray, CT, endoscopy and
lung function testing.

From a radiological point of view, primary nodular parenchy-
mal pulmonary amyloidosis occurs in the form of single or multiple
nodules in any lobe, and must be taken into account in the differ-
ential diagnosis of primary or metastatic pulmonary malignancies,
pulmonary tuberculosis, pulmonary sarcoidosis, and connective
tissue diseases.? Nodules are generally peripheral and subpleural
and 4 typical features are observed on CT: well-defined lobulated
borders, calcification that is often central or forms in an irregular
pattern within the nodule, multiple shapes and sizes, and slow
growth, often over years, with no remission.>

F-FDG PET-CT is widely used in the detection of cancer.? As
with other diagnostic procedures, some results may be false posi-
tives, and some non-malignant diseases, such as tuberculosis,
sarcoidosis, fungal disease, interstitial lung disease, arthrosis, vas-
cular thrombosis, osteoporosis and rheumatoid nodules, can show
increased metabolic activity." In our case, multiple pulmonary
amyloidosis nodules with moderate F-FDG uptake were observed,
an observation also reported by Khan et al.! and Zhang et al.2

Pathological examination of a tissue sample is the standard ref-
erence for diagnosing amyloidosis.

On optical microscopy, hematoxylin and eosin staining shows
homogeneous, pinkish, amyloid substances with no cell structure,

Fig. 1. Chest computed tomography showing disperse pulmonary nodules with
lobulated borders.
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often associated with typical fibrosis, and a red-green birefrin-
gence on polarized light microscopy of Congo-red stained tissue.*
Information on prognosis and treatment of amyloid in the lung is
taken from testimonial reports. To date, no fully effective treatment
is available.* Nodular disease may progress slowly, with lesions
increasing in size and number.! Some patients have an excellent
prognosis,* while in others, disease progresses until death from
respiratory failure.!

Although primary pulmonary amyloidosis is a very rare dis-
order, a definitive diagnosis may mean that the patient can be
correctly monitored and unnecessary interventions and treatments
can be avoided.
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Recurrent Tracheoesophageal Fistula in
Children With Repaired Esophageal Atresia
and the Usefulness of Flexible Bronchoscopy™

Fistula traqueoesofdgica recurrente en niiios con atresia
esofidgica reparada y utilidad de la broncoscopia flexible

To the Editor:

Diagnosing recurrent tracheoesophageal fistula (TEF) in a child
with congenital esophageal atresia repair during the neonatal
period who has recurrent or persistent respiratory symptoms is
areal challenge, since medium leakage in the gastrointestinal tract
may be missed on standard contrast studies.* We present a case
that illustrates the importance of high-pressure administration of
contrast medium in the esophagus via a catheter, for visualization
of recurrent TEF, and the additional utility of flexible bronchoscopy
for diagnosis.

A 3 1;Vs-year-old boy was evaluated for recurrent lower respi-
ratory tract infections. He had a history of congenital esophageal
atresia with distal TEF repair in the neonatal period. At the age of
21i¢V2 years, the child was hospitalized for complicated pneumonia
with pneumothorax and pneumomediastinum, requiring admis-
sion to the intensive care unit and chest tube placement. Chest CT
showed diffuse ground glass opacities and areas of atelectasis in

both lungs. In view of the seriousness of the clinical signs, recur-
rent TEP was considered in the differential diagnosis. The patient
had a history of anastomotic leakage, a known risk factor for fistula
recurrence,’ yet there were no signs of contrast medium leak or
esophageal stenosis in the gastroduodenal tract.

Nonetheless, the patient was admitted on 4 occasions in the fol-
lowing year for fever, cough and shortness of breath. Evaluation by
a pediatric pulmonologist was requested by the attending physi-
cian. Chest auscultation revealed crepitations and wheezing. Chest
X-rays showed areas of atelectasis in both lungs and mild gastro-
esophageal reflux was detected on pH-metry. The most important
finding on flexible bronchoscopy was a pouch in the posterior tra-
cheal wall, with air bubbling during bag valve mask ventilation
administered by the anesthesiologist, suggesting a communication
between the esophagus and the pouch (Fig. 1 and Supplementary
video 1). Lipid-laden macrophages were found in bronchoalveo-
lar lavage (BAL) fluid and Pseudomonas aeruginosa was isolated
from BAL culture. Both of these data suggest chronic aspiration
and lower respiratory tract infection. Since no diagnostic proce-
dures had been performed in the gastroduodenal tract, contrast
medium was injected via a catheter into the esophagus, confirming
concurrent TEF (Fig. 1 and Supplementary video 2).2

Approximately 50% of children with history of esophageal
atresia and TEF repair have recurrent or persistent respiratory

¥

e

Fig. 1. (A) A tracheal pouch in the posterior tracheal wall was observed using flexible bronchoscopy (white arrow), near the carina. (B) Air bubbling was then seen during
bag valve mask ventilation administered by the anesthesiologist, suggesting a communication between the esophagus and the pouch.

7 Please cite this article as: Platnaris A, Lianou D, Kaditis AG. Fistula traqueoesofag-
ica recurrente en nifos con atresia esofagica reparada y utilidad de la broncoscopia
flexible. Arch Bronconeumol. 2015;51:49-50.
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