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ABSTRACT

Askin tumor is a rare malignant neoplasm in the thoracopulmo-
nary region. Its diagnostic approach is complex and requires a
multidisciplinary team. Given the rarity of this entity, we report
a case of Askin’s tumor.
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INTRODUCTION

Ewing sarcoma (ES) and peripheral primitive neuroec-
todermal tumor (PNET) (previously called peripheral
neuroepithelioma) were originally described in the early
1900s as distinct clinicopathologic entities. They are rare
malignant small round cell tumors that arise from the
primitive nerve cells of the nervous system, but they can
also occur outside the central nervous system in the chest
wall, pelvis, and extremities.' Tt develops from the soft
tissues of the chest wall, particularly in the paravertebral
region.

By race, Caucasians have the highest incidence
(0.155), followed by Asians/Pacific Islanders (0.082), and
African-Americans (0.017). There is a ninefold difference
in incidence between Caucasians and African-Americans
(p<0.001). The incidence of ES increased over the past
three decades among Caucasians (p <0.05). Survival was

not impacted by race.?
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CASE REPORT

A 11-year-old male presented with a 2 months’ history of
cough, weight loss, and pain in the right side of the chest.
Physical examination revealed a slightly tender soft mass
in the right chest wall and decreased breath sound in the
right lung without any other abnormality.

Computed tomography (CT) chest scanogram
revealed a large opacity in the right hemithorax. For
detailed evaluation, a contrast-enhanced CT scan was
justified. The CT revealed a large, heterogeneously
enhancing right chest wall mass of size 15 x 14 cm in
the right hemithorax causing compression atelectasis of
right lower lobe, middle lobe, and posterior segment of
right upper lobe with diffuse scattered fluid attenuating
areas within. The mass was displacing the mediastinum
toward the left side (Figs 1 to 4). Computed tomography-
guided fine needle aspiration cytology (FNAC) from
right lung mass showed small round cells in a branch-
ing perivascular pattern in pseudorosettes, suggesting
malignant small round cell tumor of extraskeletal ES,
possibly Askin tumor.

DISCUSSION

Ewing sarcoma and peripheral PNET were originally
described as distinct clinicopathologic entities: in 1918,
Stout described a tumor of the ulnar nerve composed
of small round cells focally arranged as rosettes; this
entity was subsequently designated neuroepithelioma
and then PNET.? Later, in 1921, ES was described as an
undifferentiated tumor involving the diaphysis of long
bones. It was also reported to arise in soft tissue (extraos-
seous ES).* Nevertheless, it has become clear, over the
last three decades, that these entities comprise the same
spectrum of neoplastic diseases known as the ES family
of tumors, which also includes malignant small cell
tumor of the chest wall and atypical ES. Ewing sarcoma
of the chest wall was originally reported by Askin et al!
in 1979 in 20 white children and adolescents (average
age, 14 years). Since then, PNETs within the thoracopul-
monary region have been termed Askin tumors. This is
a rare disease in the pediatric group, and even rarer in
adults. Caucasian ethnic group is clearly predominant.’
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Fig. 1: Computed tomography scanogram showing homogeneous
opacity in the right hemithorax displacing the mediastinum toward
the left with collapse of right lung

Fig. 2: Plain CT thorax reveals large heterogeneous right chest
wall mass displacing the mediastinum

Fig. 3: Axial contrast-enhanced CT shows a large heterogeneously
enhancing right chest wall mass of size 15x14 cm in the right
hemithorax causing compression atelectasis of right lung with cystic
areas within. The mass is causing displacement of mediastinum
toward the left side

The most important role of the CT scan is to confirm the
presence of a solid chest wall lesion and to demonstrate
their possible intrathoracic extension and/or direct lung
or mediastinal invasion.”®

Askin tumors on magnetic resonance imaging are
described as heterogeneous soft tissue masses with a
moderate to high signal intensity on T1-weighted images
(greater than skeletal muscle) and high signal intensity
on T2-weighted images.

Differential diagnosis of imaging with chest wall mass
occurring in children and adolescents should include
neuroblastoma, rhabdomyosarcoma, non-Hodgkin
lymphoma, and Langerhans cell histiocytosis.”®

CONCLUSION

The described radiologic features of Askin tumors may
be useful in deciding when to include this entity in the

Fig. 4: Coronal contrast-enhanced CT reveals the large right
chest wall mass

differential diagnosis of childhood chest wall masses.
Areas of hemorrhage and necrosis in the large tumors
are responsible for their heterogeneous appearance on
CT scan images. Computed tomography scanning is

preferred for detecting pulmonary, osseous, and hepatic

metastases.”
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