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An Uncommon Intrafissural Mass: Pleural

Primitive Neuroectodermal Tumor�

Una masa intracisural infrecuente: tumor neuroectodérmico
primitivo pleural

To the Editor:

We  report the case of a young asymptomatic patient with a  chest

mass that was finally diagnosed as an intrafissural primitive neu-

roectodermal tumor (PNET). A pulmonary mass was detected in

this 27-year-old woman on an unrelated chest X-ray. All labora-

tory test results were normal. Computed tomography (CT) revealed

an elliptic, heterogeneous mass with contrast uptake in  the left

hemothorax, about 12 cm in diameter with smooth borders, located

within the oblique fissure of the left pleura (Fig. 1). CT-guided

fine-needle aspiration biopsy cytology was inconclusive. Surgical

resection revealed an intrafissural mass. Hematoxylin and eosin

staining produced a surprisingly uniform pattern of solidly com-

pacted round cells.

Immunohistochemical assays showed tumor cells that were

strongly positive for MIC2 (CD99) and for vimentin, but  negative

for other markers, such as cytokeratin (CK), small cell lung can-

cer, chromogranin, CK7, CK19 and thyroid transcription factor-1.

Molecular genetic studies using fluorescence in situ hybridization

showed positive translocation of the long arms of chromosomes 11

and 22 [t(11;22)(q24;q12)]. These results were suggestive of PNET.

Fig. 1. Chest computed tomography images [axial (A) and sagittal (B)] showing a  heterogeneous elliptic tumor with contrast uptake in the oblique fissure of the left

hemothorax.
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No distant metastases were found using standard staging methods,

including brain magnetic resonance imaging (MRI), whole body

MRI, abdominal CT and bone scintigraphy. After complete surgical

resection, the patient received chemotherapy. Since then, she has

been monitored in the outpatient clinic and her situation remains

unchanged after 2 years.

Chest PNETs, also known as Askin’s tumors, probably originate

in  the embryonic neural crest cells. They consist of small round cells

with neural differentiation, and are associated with translocation

of chromosome 22.1,2 They typically appear in the soft tissues of

the chest. A primary tumor located inside the lung is very rare, but

pleural involvement is  common.3 Patients are generally children

or young adults, although PNET can develop at any age. It usually

presents with pain in the chest wall, and can be associated with

pleural effusion and dyspnea.4

The most common CT  finding in  PNET is  a mass with heteroge-

neous contrast uptake. Occasionally, a  central area of low density

with no contrast uptake seen inside the mass. The heterogeneous

aspect of these large tumors is usually due to  focal areas of bleeding

or necrosis.5

Diagnosis of PNET is  made using various techniques, such

as optical microscopy, histological findings of small round cells

arranged in a lobular pattern with rosettes or  pseudorosettes,

and by immunohistochemical and ultrastructural signs of  neu-

ral differentiation. Reciprocal translocation of the long arms of

chromosomes 11 and 22 [t(11;22)(q24;q12)] is currently thought

to be characteristic of this tumor family.1 Although there are no
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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.2 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.

References

1. Suárez Antelo J, Rodríguez García C,  Montero Martínez C, Verea Hernando H. Pul-
monary Ewing sarcoma/primitive neuroectodermal tumor: a case report and a
review of the literature. Arch Bronconeumol. 2010;46:44–6.

2. Biswas B, Agarwala S, Shukla NK, Deo S,  Sharma D, Thulkar S, et al. Evaluation
of  outcome and prognostic factors in thoracic primitive neuroectodermal tumor:
a  study of 84 cases. Ann  Thorac Surg. 2013;96:2006–14.

3. Askin FB, Rosai J, Sibley RK, Dehner LP, McAlister WH.  Malignant small cell tumor
of the thoracopulmonary region in  childhood: a  distinctive clinicopathologic
entity of uncertain histogenesis. Cancer. 1979;43:2438–51.

4. Saifuddin A, Robertson RJ, Smith SE. The radiology of Askin tumours. Clin Radiol.
1991;43:19–23.

5. Sallustio G, Pirronti T, Lasorella A, Natale L,  Bray A, Marano P. Diagnostic imaging
of  primitive neuroectodermal tumour of the chest wall (Askin tumour). Pediatr
Radiol. 1998;28:697–702.

Bruno Hochhegger,a,b José Carlos Felicetti,a Edson Marchiorib,∗

a Pavilhão Pereira Filho, Post Graduation Program in Pulmonary

Sciences of Federal University of Rio Grande do Sul,

Rio Grande do Sul, Brazil
b Department of Radiology, Federal University of Rio de Janeiro,

Rio de  Janeiro, Brazil

∗ Corresponding author.

E-mail address: edmarchiori@gmail.com (E.  Marchiori).

Positive Positron Emission

Tomography/computed Tomography Scan and

Multiple Pulmonary Nodules: An  Unusual

Diagnosis�

Tomografía por emisión de positrones/tomografía
computarizada positiva y nódulos pulmonares múltiples:
un diagnóstico 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.1

No genetic or environmental factors that might make an individual

more susceptible to  amyloid deposits have been identified.2

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.2–4

Amyloid nodules in pulmonary parenchyma are usually an inci-

dental finding that must be distinguished from other diseases.4,5

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.1

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

� Please cite this article as: Pacheco C, Cruz J, Ferreira L.  Tomografía por emisión

de  positrones/tomografía computarizada positiva y  nódulos pulmonares múltiples:

un  diagnóstico poco habitual. Arch Bronconeumol. 2015;51:48–49.

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.5

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.2 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.3

F-FDG PET-CT is widely used in the detection of cancer.2 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.1,2 In our case, multiple pulmonary

amyloidosis nodules with moderate F-FDG uptake were observed,

an observation also reported by Khan et al.1 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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