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An unusual origin of Ewing sarcoma
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An 18-year-old boy presented with right-sided chest tightness for 2 months. There was no fever, cough or 
wheeze. There was loss of weight and appetite for 1 month. There was no relevant medical or surgical history 
in the past. On examination, there were decreased movement, dull percussion note and decreased breath 
sounds in mammary, infraaxillary and infrascapular areas of the right side.

The chest roentgenogram showed a homogeneous opacity in right mid and lower zones silhouetting the 
right heart border, cardiophrenic angle and diaphragm. A bedside ultrasonography revealed a complex lesion 
with thick septations and few solid areas. The differentials included sarcomas of the chest wall, large solitary 
fibrous tumour and metastases. A subsequent contrast-enhanced computed tomography of the chest (CECT) 
(Figure 1) documented the lesion to be located in the paravertebral region, with heterogeneous densities in-
side, extending from the level of the 5th–12th thoracic vertebra indenting the posterio-superior surface of the 
right lobe of the liver with no underlying bone changes. A CT-guided biopsy revealed small blue round cells 
and trabeculae with areas of necrosis and haemorrhage which were CD-99 positive, establishing diagnosis of 
extraskeletal Ewing sarcoma (EES). On the multidisciplinary tumour board, thoracotomy was planned followed 

Figure 1. CT thorax showing a large heterogeneous lesion occupying the right hemithorax inferiorly having absent fat planes with the T5 
to T12 vertebrae, overlying ribs and right hemidiaphragm. The right dome of liver is indented and pushed inferiorly. Internal areas of cystic 
attenuation are noted indicating necrosis
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by adjuvant chemotherapy (vincristine, doxorubicin, and cyclophosphamide, alternating with ifosfamide and 
etoposide).

The Ewing sarcoma family of tumours (EFT) consists of classic Ewing sarcoma of the bone, extraskeletal 
Ewing sarcoma (EES), malignant small-cell tumour of the thoracopulmonary region (Askin’s tumour) [1] and 
primitive neuroectodermal tumours of the bone or soft tissues. EES has an uncommon incidence of around 
1.1% of all malignant soft tissue tumours, predominantly in adolescents and young adults (10–30 years) [2]. 
EES commonly affects the extremities, soft tissues of the trunk (intercostal regions), head and neck, pelvis, 
and peritoneum. The tumour tends to spread locally, invading muscles or skeletal structures [3].

In the current case, however, the tumour was located in the paravertebral region and did not invade the 
adjacent soft tissue or bony structures. The surgery was uneventful, following which the patient was initiated 
on adjuvant chemotherapy and has no evidence of recurrence yet. EES has a favourable five-year survival 
(61%) in comparison to skeletal Ewing’s Sarcoma (10%) depending on age, size and location of tumour along 
with response to therapy.

To conclude, EES should be considered as a differential for heterogeneous lesions of the chest wall on 
radiology.
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