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Introduction 
Ewing’s sarcoma is named for James Ewing (1866-1943), the 

American pathologist who first described it.1,2 It is a malignant 
tumour composed of small round cells. It originates in the bone and 
is characterized by the translocation of chromosomes 11 and 22. 
Approximately 15% of all cases of Ewing’s sarcoma arise in the chest 
wall, most frequently from a rib (less often from the scapula).3–6 The 
peak incidence occurs between the ages of 10 and 15years. There is 
a slight male: female preponderance (1.6:1). Clinical presentation 
includes pain and swelling of weeks or months duration.7 Micro-
metastatic disease is present in many at the time of diagnosis that can’t 
always be seen on the CT & bone scans or bone marrow tests.

The general radiological appearance is a mass in the chest 
wall accompanied by destruction of the bone. Ewing’s sarcoma is 
rarely extra osseous.8 Although bone involvement is an important 
characteristic, the soft tissue components may be much more extensive 
than the bony component. Usually the Ewing’s sarcoma is treated 
initially with chemotherapy, followed by surgical resection with or 
without radiation therapy. This malignant tumour is associated with 
a high rate of metastasis (75% of cases) and local recurrence. The 
overall 5Year survival rate is 50%.9–11

Materials and methods
There were five patients of Ewing’s sarcoma initially diagnosed by 

needle biopsy between January 1999 and December 2005, who were 
treated. All the patients presented with chest pain, shortness of breath 
and in one patient there was obvious external swelling on the chest 
wall. There were two females and three males. The age range was 
6-12years. Three patients had to be operated immediately after the 
percutaneous biopsy as the respiratory distress was increasing in these 
patients. Two were operated after the initial chemotherapy. 

Results
All the five patients had huge masses in the chest cavity 

compressing the lung and other vital structures. One patient was 
on ventilatory support preoperatively. Thoracotomy for excision of 
mass and the involved rib was done in all the cases. In three patients 
who underwent surgery prior to chemotherapy treatment had their 
chemotherapy treatment later on. In one patient there was recurrence 
after 6months. For which Thoracotomy for excision of mass and 
adjacent rib excision was repeated. This patient also had additional 
radiotherapy treatment to the chest wall. The post operative stay range 
was 7-15days. There were no complications. No hospital morality 
occurred.

Discussion
Chest wall tumours of primitive neuroectodermal origin (PNET, 

Ewing’s sarcoma) are rare and have a poor prognosis. Multimodality 
therapy has improved survival results, and long-term survival is 
possible. Evidence suggests that roughly 75% of the patients with 
Ewing’s sarcoma present with localized disease. For those who 
present with metastatic disease the cure rate is 20 to 30 percent. The 
metastatic disease is to the lungs, bone and bone marrow. Complete 
resection of the primary tumour of the chest wall is accomplished 
more frequently in resections performed after initial adjuvant 
chemotherapy compared with primary resections. Although thoracic 
tumours are frequently large and primary resection is often attempted. 
In our study we had to do primary resection in three cases as they 
were having acute respiratory distress after the percutaneous biopsy 
from the chest. It was probably due to the bleeding in the large 
tumours after the biopsy, which was later confirmed at the time of 
thoracotomy. Delayed resection resulted in a significant decrease in 
the proportion of patients requiring radiation therapy to the chest. 
Radiation therapy has been associated with the significant incidence of 
secondary tumours, pulmonary fibrosis and cardiomyopathy in these 
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Abstract

Aim: The aim of this review article was to highlight clinical presentations diagnosis 
and treatment approaches of thoracic cavity Ewing’s sarcoma. This was a prospective 
study. Ewing’s sarcoma is the second most frequent bone tumour among children 
and young adults. It comprises 10-15% of all bone tumours. Ewing’s sarcoma arises 
intramedullary. The frequency of rib involvement follows that of the femur, the pelvic 
bones, the fibula, the humerus and the tibia. 

Materials and methods: Between January 1999 and December 2005, 5patients of 
Ewing’s sarcoma chest were dealt with. The age range was 6-12years. 

Results: All the 5patients had huge masses compressing the lung and other vital 
structures in the chest. One patient was on ventilatory support preoperatively. 
Thoracotomy was done in 3patients prior to chemotherapy and later on after 
chemotherapy in 2patients. Post operative stay range was 7-15days. No hospital 
mortality occurred. 
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patients. Evaluation of the primary and metastatic sites is performed 
approximately every 10-12weeks while on chemotherapy and at 3 to 
4months intervals during the first year following the completion of 
therapy. Reevaluations are spaced to gradually or 5-6years following 
the completion of therapy. Recurrence of primary disease is the major 
risk in the first 10years from the time of diagnosis. Minimally invasive 
surgery has a role in planning the resection of malignant chest wall 
tumours in the pediatric population.12 (Figures 1-4). 

Figure 1 Large soft tissue density mass in left hemi-thorax extending contra 
laterally with mild right sided mediastinal shift.

Figure 2 Un-enhanced CT shows expansile destructive mass of left anterior 
rib with postero medial displacement of destructive fragment. The large soft 
tissue density mass is occupying the left thoracic cavity and extending in to 
right hemi thorax.

Figure 3 Partially encapsulated mass taken off completely from left hemi-
thorax.

Figure 4 Diffuse sheets of small neoplastic cells with primitive nuclei and 
scanty cytoplasm.

Conclusion
This article demonstrates the most effective and immediate 

treatment in case of Ewing’s sarcoma chest. The three cases that 
had to be operated urgently before the chemotherapy survived and 
received chemo-radiation later on thus signifying the importance of 
timely and proper surgery. Referral to proper hospital is mandatory 
who cater these kind of cases. 

Acknowledgements
None.

Conflict of interest
The author declares no conflict of interest.

References
1. J Ewing. Diffuse endothelioma of bone. Proceeding of the New York 

Pahtological Society; 1921. p. 17–24. 

2. Owen LA, Kowalewski AA, Lessnick SL. “EWS/FLI mediates 
transcriptional repression via NKX2.2 during oncogenic transformation in 
Ewing sarcoma”. PloS One. 2008;3(4):e1965.

3. Burt M, Karpeh M, Ukoha O, et al. “Medical tumours of the chest wall. 
Solitary plasmacytoma and Ewing sarcoma”. J Thorac Cardiovasc Surg. 
1993;105(1):89–96.

4. Sorensen PH, Lessnick SL, Lopez-Terrada D, et al. “A second Ewing’s 
sarcoma translocation, t(21;22), fuses the EWS gene to another ETS-
family transcription factor, ERG”. Nat Genet. 1994;6(2):146–151. 

5. Jeon IS, Davis, JN, Braun BS, et al. “A variant Ewing’s sarcoma 
translocation (7;22) fuses the EWS gene to the ETS gene ETV1”. 
Oncogene. 1995;10(6):1229–1234. 

6. Bernstein M, Kovar H, Paulussen M, et al. “Ewing sarcoma family of 
tumours: current management”. Oncologist. 2006;11(5):503–519. 

7. Iwamot Y. “Diagnosis and treatment of Ewing sarcoma”. Jpn J Clin 
Oncol. 2007;37(2):79–89. 

8. Lahl M, Fisher VL, Laschinger K. “Ewing sarcoma family of tumours: 
an overview from diagnosis to survivalship”. Clin J Oncol Nurs. 
2008;12(1):89–97. 

9. eMedicine article on Ewing’s sarcoma assessed; 2006.

https://doi.org/10.15406/mojs.2017.04.00074
https://www.ncbi.nlm.nih.gov/pubmed/18414662
https://www.ncbi.nlm.nih.gov/pubmed/18414662
https://www.ncbi.nlm.nih.gov/pubmed/18414662
https://www.ncbi.nlm.nih.gov/pubmed/8419714
https://www.ncbi.nlm.nih.gov/pubmed/8419714
https://www.ncbi.nlm.nih.gov/pubmed/8419714
https://www.ncbi.nlm.nih.gov/pubmed/8162068
https://www.ncbi.nlm.nih.gov/pubmed/8162068
https://www.ncbi.nlm.nih.gov/pubmed/8162068
https://www.ncbi.nlm.nih.gov/pubmed/7700648
https://www.ncbi.nlm.nih.gov/pubmed/7700648
https://www.ncbi.nlm.nih.gov/pubmed/7700648
https://www.ncbi.nlm.nih.gov/pubmed/16720851
https://www.ncbi.nlm.nih.gov/pubmed/16720851
https://academic.oup.com/jjco/article/37/2/79/1795451/Diagnosis-and-Treatment-of-Ewing-s-Sarcoma
https://academic.oup.com/jjco/article/37/2/79/1795451/Diagnosis-and-Treatment-of-Ewing-s-Sarcoma
https://www.ncbi.nlm.nih.gov/pubmed/18258578
https://www.ncbi.nlm.nih.gov/pubmed/18258578
https://www.ncbi.nlm.nih.gov/pubmed/18258578


Ewing’s sarcoma chest 65
Copyright:

©2017 Iqbal et al.

Citation: Iqbal N, Shakir J, Bokhari ST, et al. Ewing’s sarcoma chest. MOJ Surg. 2017;4(3):63‒65. DOI: 10.15406/mojs.2017.04.00074

10. Randall RL. “Ewing’s Sarcoma Family of Tumours (ESFT)”. ESUN. 
2005.

11. Mc Tiernan AM, cassoni AM, Driver D, et al. “Improving outcomes 
after relapse in Ewing sarcoma: analysis of 114 patients from a single 
institution”. Sarcoma. 2006:83548:8.

12. Longtin R. “Ewing sarcoma: a miracle drug waiting to happen?” J Natl 
Cancer Inst. 2003;95(21):1574–1576.

https://doi.org/10.15406/mojs.2017.04.00074
https://www.hindawi.com/journals/sarcoma/2006/083548/abs/
https://www.hindawi.com/journals/sarcoma/2006/083548/abs/
https://www.hindawi.com/journals/sarcoma/2006/083548/abs/
https://www.ncbi.nlm.nih.gov/labs/articles/14600088/
https://www.ncbi.nlm.nih.gov/labs/articles/14600088/

	Title
	Abstract 
	Keywords
	Introduction  
	Materials and methods 
	Results 
	Discussion 
	Conclusion 
	Acknowledgements 
	Conflict of interest 
	References 
	Figure 1
	Figure 2
	Figure 3
	Figure 4

