i{{® MedCrave

Step into the Wonld of Research

MOJ Surgery

Research Article

Ewing’s sarcoma chest

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
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mortality occurred.
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Introduction

Ewing’s sarcoma is named for James Ewing (1866-1943), the
American pathologist who first described it.'? 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).* 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.” 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.® 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%.%!!

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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Ewing’s sarcoma chest

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.'? (Figures 1-4).

Figure | 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.

Copyright:
©2017 Iqbal etal. 04

LIS

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.
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