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ABSTRACT

We are reporting a case of Askin’s tumour in a 28 year old male,
on the right side of the chest wall, with no symptoms and signs
of a pulmonary involvement or a distant metastasis. A wide

INTRODUCTION

Primitive Neuroectodermal Tumour (PNET) of the chest wall or
Askin’s tumour is a rare neoplasm of the chest wall. It was described
by Askin et al in 1979. Askin’s tumor belongs to the Ewing’s family
of tumours, which is characterized by a reciprocal chromosomal
translocation, t(11:22) [1]. A primitive neuroectodermal tumour of
the thoracopulmonary region probably occurs more commonly than
is generally appreciated. This report emphasises its varied clinical
presentation and the importance of cytology and histopathology,
followed by immunohistochemistry in the diagnosis and the
management of Askin’s tumour.

CASE REPORT

A 28 year old male patient without any significant past history,
presented with a swelling and pain on the right side of the chest,
which was there for the past 2 years and 6 months. On examination,
a swelling of size, 25x20cm was seen on the right anterolateral part
of the chest wall, with reddish pigmentation and dilated veins [Table/
Fig-1]. The swelling was warm and tender, variable in consistency
and had ill defined margins and it was fixed to the pectoralis major
muscle. There were no palpable regional lymph nodes and no
distal neurovascular deficit. The differential diagnoses of soft tissue

[Table/Fig-1]: Photograph showing large mass with dilated veins and
reddish pigmentation
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excision of the tumour mass was done. Immunohistochemistry
strongly expressed MIC-2. The prognosis of Askin’s tumour is
poor. An early diagnosis and treatment are important to improve
the chances of a survival.
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sarcoma, chondrosarcoma, lymphoma, Ewing’s group of tumours
and osteosarcoma were considered.

The PA view of an X-Ray of the chest showed a radio-opaque
shadow which involved the right axilla and the chest wall. An
ultrasonogram and Doppler of the right axilla revealed a solid mixed
echogenic large lesion with internal vascularity. Computerized
tomography of the upper chest revealed a large, well defined,
heterogeneously enhancing, soft tissue mass which measured
13x12.2x14cm, with multiple specks of calcifications in the right
upper anterior chest wall and mild enlargement of the axillary group
of lymph nodes without invasion to the underlying bone [Table/
Fig-2]. Hence, the possibility of an osteosarcoma was ruled out.
Therefore, fine needle aspiration studies were asked for, which
were suggestive of a small, blue, round cell tumour of the chest
wall and considering lymphoma, the Ewing’s group of tumours and
a small cell variant of sarcoma as the differential diagnosis.

An oncologist’s opinion was obtained and a wide excision of the
mass was done by making a transverse elliptical incision over the
swelling. The intraoperative findings revealed that the tumour was
adherent to the pectoralis major and minor muscle and that it had
high vascularity [Table/Fig-3]. Superiorly, the mass was close to

—

[Table/Fig-2]: C.T upper chest showing a large,well defined heterog-
eneous mass with no bony erosion and pulmonary involvement.
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[Table/Fig-3]: Photograph showing the tumour mass is being removed
by wide excision

[Table/Fig-4]: H&E(40X) showing small round cells in diffuse sheets
and clusters

the axillary vein. The tumour mass was removed with 2-3cm free
margins, along with a major part of the pectoralis major and minor
muscle. The axillary fat and the axillary lymph node clearance was
done upto Level Il

On gross examination , the mass was found to be capsulated and
on cut section, it was found to be pinkish white in colour.

A microscopic examination revealed a tumour which comprised
of small blue cells which were interspersed by blood vessels, The
tumour cells were arranged in diffuse sheets and in clusters with
areas of necrosis and few atypical mitotic figures. The resected
margins showed an evidence of tumour cell infiltration [Table/Fig-4].
Immunohistochemistry revealed a strong expression of MIC-2 and
the mass was immunonegative for Fli 1, Bcl2, WT 1 and desmin,
thus confirming the diagnosis as an Ewing’s of group tumour. As
the tumour arose from the chest wall without any bone involvement
or invasion into the bone, a final diagnosis of Askin’s tumour was
made. The patient recovered without any complications.

DISCUSSION

Askin’s tumour is a rare, malignant, small-cell neuroepithelioma
that arises from the soft tissues of the chest wall or the lung and
it predominantly occurs in children and in young adults who are
in the age range of 10 to 30 years [2]. Askin et al., reported that,
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these tumours are common in females and that the median age
for these is 14.5 years [3]. Our case was a 28 year old male with a
rapid progression of the disease. A chest wall mass is the typical
clinical presentation with or without pain [1]. Among the newly
diagnosed patients, less than 25% have a pulmonary involvement
and 20-25% have distant metastases to the bone or the bone
marrow [1,4]. Our patient presented with a chest wall mass and
pain, with no symptoms and signs of a pulmonary involvement or
distant metastases.

On plain radiography, Askin’s tumour commonly presents as a
mass in the chest wall with soft tissue density. On computerized
tomography, Askin’s tumour presents as a large ill defined mass
with a heterogenous appearance, which often invades the sur-
rounding tissues (local rib erosion) and with pleural effusions and
pulmonary metastases. As a rule, there is no calcification [5]. In
our case, it was a well defined, lobulated heterogenous mass with
multiple specks of calcification. There was no evidence of a bony
erosion or a pulmonary involvement.

An accurate diagnosis of Askin’s tumour poses a diagnostic
challenge and it is imperative for both instituting the specific
therapy and for the prognosis. Immunohistochemistry helps in
distinguishing the primitive neuroectodermal tumours and the
Ewing’s family of tumours from the other small, round cell tumours.
The demonstration of a membrane-pattern positivity for MIC-
2(CD99), the neural markers (S-100, Synaptophysin) and vimentin
and a negativity for the muscle markers confirms the diagnosis [6].

The treatment in Askin’s tumour consists of a radical surgery,
neoadjuvant or adjuvant chemotherapy and radiotherapy. The
long term survival can be improved with both local and adjuvant
therapy in the form of multidrug chemotherapy. In a recent study,
the overall 4 year survival rates for patients with locoregional and
distant metastases were 89% and 17.8% respectively [4].
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