
Case report
A 38-year-old Caucasian male presented to
hospital with a 2-week history of progressive
exertional dyspnoea and intermittent left pleu-
ritic chest pain, which was not relieved by
analgesia. 

The patient denied cough, sputum produc-
tion, haemoptysis, wheeze, weight loss, vomiting,
altered bowel habits, urinary symptoms, recent
trauma, recent travel and immobility. He had a
history of hypertension, allergic rhinitis, obesity
and chronic bilateral leg oedema.

He had a 25 pack-year smoking history,
drank minimal alcohol and was taking atenolol
and aspirin. There was no family history. 

Examination and investigations
Examination revealed that the patient was
obese, febrile (37.7°C) and hypoxaemic (pulse
oximetry of 89% on room air), with a respiratory
rate of 25 breaths per min, blood pressure of
95/65 mmHg and a pulse of 120 beats per min
(sinus tachycardia).

The patient had clinical signs consistent with
a left pleural effusion, which was confirmed by
chest radiography. There was no wheeze or crepi-
tations, and heart sounds were normal. His jugu-
lar venous pressure was not raised and there was
no palpable lymphadenopathy. Abdominal exam-
ination was unremarkable and the limbs did not
demonstrate signs of deep vein thrombosis.

Pleural aspiration revealed bloodstained
fluid (pH 7.19) and negative cytology and cul-
ture. Bronchoscopy was not undertaken owing
to the hypoxaemia and radiological findings. As
the patient had swinging fevers, an infective
cause was initially suspected and he was there-
fore commenced on broad spectrum intravenous
antibiotics. 

A contrast-enhanced computed tomography
(CT) scan of the chest revealed a large left pleu-
ral effusion with no evidence of pulmonary
embolus, broncho-stenosing lesion or empyema. 

Owing to persistent fever and pain, a second
CT scan was performed after partial pleural
drainage. A representative slice is shown in fig-
ure 1. A CT-guided biopsy was also performed
(figure 2).

Too old to have a tumour of the
young?

Task 1
What can be seen on the representative
CT slice?
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Figure 1
A representative slice from a second CT scan.

Figure 2
Finding from CT-guided biopsy.

Task 2
Can you explain what can be seen from
the findings of the CT-guided biopsy?

Task 3
Please suggest a diagnosis for this
patient.

Task 4
How would you treat this patient?
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Discussion
In 1979, ASKIN et al. [1] described a series of
malignant small round-cell tumours of the chest
wall occurring in children and young adults.
Askin's tumour derives from the Ewing's family
of tumours and is a PNET of the chest wall. A
characteristic chromosomal translocation,
(11;22)(q24;q12) can be detected in 90% of
PNET and Ewing's sarcomas [2].

The most common mode of presentation is
with a thoracic mass accompanied by chest wall
pain [3, 4] or with fever, weight loss and dysp-
noea. Initial radiographic appearances typically
show large soft tissue masses in the chest, fre-
quently accompanied by an ipsilateral pleural
effusion. Askin tumours are highly malignant
and most are advanced at the time of presenta-
tion. Imaging often shows rib destruction and a
large soft tissue mass, which may occasionally
contain calcification [5]. The affected ribs show
increased uptake on bone scintigrapy scanning
and the diagnosis is made by biopsy. Optimal
treatment is with multi-drug chemotherapy and
subsequent resection of the rib and any under-
lying residual pleural thickening or tumour
and/or radiotherapy.

Prognosis for the Ewing's family of tumours
is related to tumour volume, presence of metas-
tases, tumour resectability, presence of fever
and anaemia. A significant response to preop-
erative therapy is also a favourable sign.
Younger patients also seem to have a better
prognosis [6]. 

Traditionally, these tumours have been
described in children and adolescents [1], but
the present case reinforces the notion that Askin
tumours, although rare, can occur in adults. It is
also possible that, in the past, lung cancers have
been incorrectly diagnosed in adults with a
PNET [7].

Answer 1
The CT scan was reviewed and demonstrated
a large thoracic mass surrounded by a small
amount of fluid.
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Answer 2
CT-guided biopsy revealed cellular necrosis,
with negative staining for CD99 antigen.

Answer 3
The results are suggestive of an Askin
tumour, a rare primitive neuroectodermal
tumour (PNET) that usually affects children or
young adults.

Answer 4
The patient was treated with six cycles of
chemotherapy with vincristine, ifosfamide,
doxorubicin and etoposide. Unfortunately,
imaging at the end of the chemotherapy
showed little response and, despite an
attempted resection, the patient died of his
disease 7 months after diagnosis.
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