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ABSTRACT 
Extraskeletal Ewing sarcoma is a rare malignant soft tissue tumor. It belongs to a group of small round 

blue cell tumors known as the Ewing sarcoma family of tumors, with common histological and genetic 
features. Mainly encountered in adolescents and young adults, it commonly develops in the extremities 
(36%) of patients and, in others, arises in central locations (commonly paravertebral regions).  

The Presnting case of a 13-year-old female presented to the private clinic after a history of trivial trauma to 
the back; her family noticed amass in the left paravertebral area, and the mass was painless. During the 
physical examination, the mass measured about 5*5 cm. It was not tender, hard inconsistency and fixed to 
the ribs, and the skin was not tethering; a radiological examination showed a mass of about 8*10*12 cm. 
involving three intercostal spaces and their ribs bulging into the thoracic cavity. A tru cut biopsy and 
histopathological examination revealed round cell tumors (Extraskeletal Ewing sarcoma) confirmed by 
immunohistochemical marker CD99 strongly positive. The patient was treated by chemotherapy and surgery, 
and she responded well to treatment. After eight cycles of chemotherapy, the patient was referred to the 
surgeon for resection of the residual mass; a left posterolateral thoracotomy was done, and the remnant of 
the mass was mainly fibrous tissue removed with 10 cm. of the posterior part of the 8

th
 rib removed and sent 

again for histopathological examination, then the patient sent to an oncologist for prophylactic chemotherapy 
the patient followed for 5 months with no evidence of recurrence 
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 الأدبيات مراجعة مع حالة تقرير - العظمي الهيكل خارج إيوينغ ساركوما

 
 *انُؼًٛٙ غٛت يحًذ ٔحذح ،** انغجبر ػجذ سبنى رثٛغ ،* حًذ٘ انْٕبة ػجذ اٚلاف

 يسزشفٗ انذيٕٚخ، الأػٛخ ٔ انصذر عزاحخ لسى** ، انًٕصم عبيؼخ غت، كهٛخ الأيزاض، ػهى فزع

 انؼزاق - انًٕصم َُٕٖٛ، صحخ دائزح انزؼهًٛٙ، انغًٕٓر٘

 

 الخلاصة
سبركٕيب إُٕٚٚغ خبرط انٓٛكم انؼظًٙ ْٙ ٔرو خجٛش َبدر فٙ الأَسغخ انزخٕح ، ْٔٙ رُزًٙ إنٗ يغًٕػخ يٍ أٔراو انخلاٚب 

رصبدف ثشكم  انشرلبء انصغٛزح انًسزذٚزح انًؼزٔفخ ثبسى ػبئهخ أٔراو سبركٕيب إُٕٚٚغ ، ٔنٓب سًبد َسٛغٛخ ٔٔراصٛخ يشززكخ.

٪( يٍ انًزظٗ ٔفٙ اٜخزٍٚ رُشأ فٙ انًٕالغ انًزكشٚخ  63) ثُسجخ الأغزاف  رصٛترئٛسٙ فٙ انًزاْمٍٛ ٔانشجبة ، ٔػبدح 

  .)ػبدح انًُبغك شجّ انفمزٚخ(

، لاحظذ فٙ انظٓز  فززح يٍ رؼزظٓب نعزثخ ثسٛطخػبيب لذيذ إنٗ انؼٛبدح انخبصخ ثؼذ  36انحبنخ انًمذيخ لأَضٗ رجهغ يٍ انؼًز 

سى ، ٔنى ركٍ  5*  5، كبَذ انكزهخ رمٛس حٕانٙ  فمزٚخ انٛسزٖ. أصُبء انفحص ًُطمخ انانػبئهزٓب أٌ انكزهخ كبَذ غٛز يؤنًخ فٙ 

سى رزعًٍ صلاس  31*  31*  8، ٔأظٓز انفحص الإشؼبػٙ كزهخ حٕانٙ ثٓبغزٚخ ،يضجزخ ػهٗ الأظلاع ٔنى ٚكٍ انغهذ يزرجطب 

ػٍ أٔراو انخلاٚب  فٙ انزغٕٚف انصذر٘. رى أخذ خشػخ يمطٕػخ ٔكشف انفحص انُسٛغٙ انًزظٙيسبحبد ٔأظلاػٓى يُزفخخ 

رى إٚغبثٛخ ثمٕح. انزٙ كبَذ  CD99انًسزذٚزح )سبركٕيب إُٕٚٚغ خبرط انٓٛكم انؼظًٙ( ٔانزٙ أكذرٓب انؼلايخ انًُبػٛخ انكًٛٛبئٛخ 

 ذهٛيٍ انؼلاط انكًٛٛبئٙ ، أح عهسبدذ نهؼلاط. ثؼذ صًبَٙ م عٛثشك اسزغبثذانًزٚعخ ثبنؼلاط انكًٛٛبئٙ ٔانغزاحخ ٔ ػلاط

ثعغ انصذر انخهفٙ انغبَجٙ الأٚسز ، ٔكبَذ ثمبٚب انكزهخ ػجبرح ػٍ َسٛظ رى اعزاء إنٗ انغزاػ لاسزئصبل انكزهخ انًزجمٛخ ،  خانًزٚع

ّ يزح أخزٖ نهفحص انُسٛغٙ انًزظٙ سى يٍ انغشء انخهفٙ يٍ انعهغ انضبيٍ ٔإرسبن 31نٛفٙ رًذ إسانزّ ثشكم أسبسٙ يغ إسانخ 

 .أشٓز دٌٔ أ٘ دنٛم ػهٗ ركزارِ 5إنٗ غجٛت الأٔراو نهؼلاط انكًٛٛبئٙ انٕلبئٙ انذ٘ ربثؼّ انًزٚط نًذح  خانًزٚع ذ، صى أرسه
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 .سبركٕيب إُٕٚٚغ، سبركٕيب إُٕٚٚغ خبرط انٓٛكم انؼظًٙ، ٔرو انخلاٚب انشرلبء انًسزذٚز الكلمات المفتاحية :

 

INTRODUCTION 
xtraskeletal Ewing sarcoma (ESES) was first 
discovered in 1969, and it is a rare tumor 

forming about 20-30% of all reported cases of  
Ewing sarcoma;

 
it belongs to  Ewing sarcoma (ES) 

family of tumors
 1

, which is a group of small round 
blue cell tumors that have a common neural 
histological picture and genetic mechanism

 2
.  

The Ewing Sarcoma Family of Tumor includes the 
classical bone Ewing sarcoma, Extraskeletal Ewing 
sarcoma, peripheral primitive neuroectodermal 
tumor, and Askin tumor of the chest wall

 3
. Ewing 

sarcoma forms 3% of all pediatric malignancies, 
and so it is considered the second most common 
bone cancer

 3
; by development in the Ewing 

sarcoma treatment with both local surgery and 
adjuvant chemotherapy, the 5-year survival rate 
raised from less than 20% to above 70%

 4
. 

 

Case Presentation 
A 13-year-old female presented to the private 

clinic after a history of trivial trauma to the back. 
Her family noticed a mass in the left paravertebral 
area, and the mass was painless. During the 
physical examination, the mass measured about 
5×5 cm. It was not tender, hard in consistency, and 
fixed to the ribs, and there was no skin tethering; 
the radiological examination done, including a CT 
scan (figure 1), showed a mass of about 8×10×12 
cm involving three intercostal spaces and their ribs 
bulging into the thoracic cavity.  
A true-cut biopsy was taken, and a 

histopathological examination was done for 
multiple small pieces of soft tissues measuring 1.5 
cm. All microscopically revealed fibrofatty tissue 
infiltrated by a nest of small, round blue cells 
separated by septa. This picture suggests 
extraskeletal ewing sarcoma (figure 2), and the 
diagnosis is confirmed by the 
immunohistochemical marker CD99, which was 
strongly positive with diffuse membranous 
expression (figure 3). At the same time, CD45, 
myogenin, and synaptophysin were negative.  
The patient was treated with chemotherapy, and 

surgery was done, and she responded well to 
treatment. After eight cycles of chemotherapy, the 
patient was referred to the thoracic surgeon for 
resection of the residual mass; a left posterolateral 
thoracotomy was done, and the remnant of the 
mass was mainly fibrous tissue removed with 10 
cm. of the posterior part of the 8

th
 rib removed and 

sent again for histopathological examination where 
multiple fragments of soft and bony tissues 
examine. All revealed fragments of skeletal muscle 

fibers, fibrous tissue, and mature fat cells with 
extensive hyaline degenerative changes, infiltrated 
by only a few scattered small nests of small round 
blue cells that represent few remnants of Ewing 
sarcoma with marked post-chemotherapy effects 
(figure 4) then the patient sent to an oncologist for 
prophylactic chemotherapy the patient followed for 
5 months with no evidence of recurrence. 
 

DISCUSSION 
Ewing sarcoma, in general, is a rare tumor and 

extraskeletal  Ewing sarcoma is a very rare cancer; 
it has an incidence of 0.4 per million (ten times less 
common than osseous Ewing sarcoma) 

5
. It mainly 

affects young individuals (10 - 30 years) without 
gender predominance 

6,7
. Extraskeletal Ewing 

sarcoma can arise from different locations, 
including the lower limbs, pelvis, paravertebral 
region, and chest wall

 1
. This case is EES in the 

paravertebral area of a 13-year-old female. 
Extraskeletal Ewing sarcoma clinical symptoms 
depend on its site; usually, it causes local pain 
caused by rapid expansion as well as to the site of 
metastases, which are found in 25% and mainly 
affect the lung 

8
. For the case being discussed, the 

patient was asymptomatic and discovered 
incidentally after a history of minor trauma without 
evidence of metastasis. The imaging 
characteristics of EES are non-specific, and the 
imaging test of choice for assessing the tumor's 
size, site, and extension of the mass and 
assessing if the tumor has metastasis to the lungs 
is a CT scan or not 

1
. In this case, a CT scan 

showed a mass of about 8×10×12 cm
3
 involving 

three intercostal spaces and their ribs bulging into 
the thoracic cavity. The diagnosis is confirmed by 
histopathological and immunohistochemical 
analysis, which confirms the diagnosis of ESES; 
the presence of the t(11;22) chromosomal 
translocation also helps diagnose. However, in the 
presenting case, it was not performed for economic 
cause. 
The Treatment for EES includes chemotherapy 

and surgical resection or, less commonly, adding 
radiotherapy, also helps in confirming the 
diagnosis by sending biopsy to the histopathologist 
and provides a long-term cure rate with decreased 
incidence of recurrence

 1
. lateral thoracotomy is the 

approach of choice when the lesion affects the 
hemithorax 

9
. In this case, complete surgical 

excision was done through left posterolateral 
thoracotomy; the remnant of the mass was mainly 
fibrous tissue removed with 10 cm. of the posterior 
part of the 8

th
 rib.  

E 
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Imaging tests for detecting metastatic tumors 
include CT scans of the chest, which are more 
favorable than X-rays in detecting lung metastasis; 
metastatic lumps are usually well-circumscribed, 
oval, or round in shape and located peripherally in 
the lung

 10
. CT scan of the chest for the presenting 

case revealed no lung metastasis. 
The prognosis of EES is better than that of the 

skeletal one 
7,11

. The 5-year survival rate for focal 
EES is superior to that of the focal skeletal subtype

 

8
; the worse prognosis in EES  is related to tumor 

size, which is considered a strong prognostic 
marker in focal cancer, older age, and pelvic 
involvement 

1
. However, histological response for 

patients treated with neoadjuvant chemotherapy is 
considered the strongest prognostic factor 

1
. 

Metastatic disease is a bad prognostic factor, with 
a 5-year survival rate of less than 30% 

12
. 

Recurrence of the malignancy is almost always 
fatal 

1
. This case histologically responded to 

chemotherapy as it showed fibrosis, and the tumor 
had no feature of metastasis radiologically with no 
history of metastasis or recurrence at follow-up. 

 

 
Figure 1: CT scan showing a mass of about 

8×10×12 cm involving three intercostal spaces and 
their ribs bulging into the thoracic cavity (A: lateral 

view, B: anterior view) 
 

 

 
 

 
Figure 2: fibrofatty tissue infiltrated by a nest of 

small, round blue cells separated by septa (A: X10, 
B: X40). 

 
 

 
Figure (3): immunohistochemical marker CD99 

strongly positive with diffuse membranous 
expression. 
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Figure 4: fragments of skeletal muscle fibers, 

fibrous tissue, and mature fat cells with extensive 
hyaline degenerative changes, infiltrated by only a 

few scattered small nests of small round blue 
round cells representing few remnants of Ewing 

sarcoma due to chemotherapy effects. 
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