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Abstract

Ewing's sarcoma is a highly malignant neoplasm occurring usually in childhood and rarely involving the head 

and neck region. The reported cases show predominant occurrences in the mandible than maxilla or palate. A rare 

case of Ewing's sarcoma involving the maxilla along with its associated structures is presented and complete 

clinical, radiographic and histopathological evaluation has been discussed here. The prognosis remains poor due 

to the aggressive nature of the neoplasm, uncontrolled potential for metastatic spread and high recurrence rate; 

therefore early and appropriate intervention is mandatory. 
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Introduction
1Ewing's sarcoma was first described by James Ewing, which was later named after his name in 1921 . It's a 

highly malignant tumor occurring most commonly in the extremities in first and second decades of life. It 
2

can also involve the adjacent soft tissue and muscles . Ewing Sarcoma rarely affects the head and neck 

region. The jaw involvement has been reported in only 1-10% of the cases, with few cases reported in 
3

maxilla .

This article reports a case of 21 years old female with Ewing sarcoma of the maxilla.

Case	Report

A 21 year old female reported in march 2014 with a chief complaint of pain and swelling with right side of 

the face since 2 months.The swelling was insidious in onset. Patient was asymptomatic before she noticed a 

pea size swelling over right side of the face which gradually started increasing in size (Fig-1). There was no 

history of trauma or ENT bleed. Patient's paternal grandfather died because of face cancer. Patient gave no 

history of any substance abuse. The general physical examination and systemic examination revealed no 

abnormality	or	any	disorders.	A	slight	facial	asymmetry	was	noted	measuring	approximately	32x23x35	

mm	involving	right	maxilla.	On	palpation	swelling	was	tender	bony	hard,	non-compressible,	non-

fluctuant	and	non-pulsatile.	Intra-oral	examination	was	normal.	

https://doi.org/10.46376/ijmr/31.01.2023, 2150-2153

GFNPSS- International Journal of Multidisciplinary Research Volume - 4, Issue -1, January 2023



FIG-2 : (A) WEBER FERGUSON INCISION MARKED, (B),(C) FLAP RAISED AND EXTENEDED 
MAXILLECTOMY WAS PERFORMED INCLUDING HARD PALATE TILL MIDLINE AND A PART 
OF SOFT PALATE, LATERAL NASAL WALL, (D) LAYERED CLOSURE DONE AFTER 
HOMEOSTASIS (E) MAXILLECTOMY SPECIMEN 
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FIG-2 : (A) WEBER FERGUSON INCISION MARKED, (B),(C) FLAP RAISED AND EXTENEDED 

MAXILLECTOMY WAS PERFORMED INCLUDING HARD PALATE TILL MIDLINE AND A PART 

OF SOFT PALATE, LATERAL NASAL WALL, (D) LAYERED CLOSURE DONE AFTER 

HOMEOSTASIS (E) MAXILLECTOMY SPECIMEN FIG-3 : OBTURATOR PROSTHESIS The 

patient's history and clinical examination was indicating it as malignant tumor of maxilla. A differential 

diagnosis of osteosarcoma and Ewing sarcoma was given. Incisional biopsy with maxillary lesion was done 

which was suggestive of Ewing's sarcoma. The following investigations were then carried out and metastatic 

workup was done -

1. CECT face and neck

2. Whole body bone scan 

3. Chest x-ray

4. An incisional biopsy

5. Routine blood examination

CECT was suggestive of ill defined heterogeneously enhancing soft tissue mass lesion measuring 32x23x35mm 

seen involving right maxillary sinus with associated erosion of medial and anterior wall of right maxillary antrum 

extending into right cheek and maxillary alveolus and thickening of right nasal cavity. No evidence of cervical 

lymphadenopathy seen.

Whole body bone scan was suggestive of irregular uptake seen in the area of right maxillary sinus and all other 

bones was normal on bone scan.

Chest x-ray was normal.

Incisional biopsy after IHC marking was suggestive of Ewing's sarcoma.

Routine blood examinations and biochemical investigations were within normal range.

Exteneded Maxillectomy was performed including hard palate till midline and a part of soft palate, lateral nasal 

wall. Floor of the orbit was preserved. Recovery was uneventful. (Fig-2)

Two weeks post-operatively patient was subjected to concurrentchemoradiation.

Rehabilitation was done later with prosthetic obturator, (Fig-3) and reasonable facial harmony was achieved. The 

patient was follow up for 3 years. The patient developed massive orbital recurrence in 2016 with loss of visison and 

intra-oral maxillary ulcero-proliferative growth. CECT revealed tumor involving maxilla and extending into the 

orbit with intracranial extension. The tumor was inoperable and patient was under palliative care and lost follow up 

thereafter.  

Discussion

Ewing's sarcoma is a rare malignant tumor affecting the skeletal system. This tumor is found to affect children and 

young adults. Swelling, pain, parasthesia, and loose teeth are frequent symptoms³. Unlike the present case, 

mandible is found to be more commonly affected than the maxilla. Radiographically, it is most often seen as 

destructive expansile, mottled radiolucent lesion, which may produce a laminated periosteal reaction⁴.Some 

authors point out that radiographic appearance of "onion skinning" is a characteristic sign of Ewing's lesion of the 

bone⁴﹐⁵. While it may be true in most of the cases, some dissenting authors have stated that this pattern is either 

uncommon or exceedingly rare in jaw lesions⁶﹐⁷. In the jaw, an osteolytic radiolucent area with cortical destruction 

was seen in most reported cases. With respect to teeth, some radiological features were noted, which include 

periodontal space widening, loss of lamina dura, root resorption, displacement or more commonly destruction of 
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unerupted tooth follicles¹. 

An extraskeletal form of this tumor has been described by Angervall and Enzinger, which is termed Ewing's 

sarcoma of soft tissues. The ultra structural characteristics of the cells of this tumor studied by Gillespie and his 

associates proved that these cells are identical to those of the typical Ewing's cells⁸. 
Histopathologically, this tumor must be differentiated from other small, round cell tumors, including small cell 

osteosarcoma and malignant neoplasms like mesenchymal chondrosarcoma, rhabdomyosarcoma, malignant 

lymphoma, eosinophilic granuloma, neuroectodermal tumors, and metastatic neuroblastoma. Of these, 

eosinophilic granuloma, malignant lymphoma, and metastatic neuroblastoma are most easily mistaken 

histologically for Ewing's sarcoma. Eosinophilic granuloma can be distinguished because of the presence of 

"histiocytic" features, that is, abundant, indistinct eosinophilic cytoplasm with oval or indented nucleus. 

Multinucleated cells may be present. Malignant lymphoma contains lymphoid cells, intermixed with round cell 

components of varying size and cytoplasmic contents. The nuclei of these cells are round or oval with a distinct 

nuclear membrane, which is sometimes smooth or cleaved. The PAS stain is usually negative, and reticulin stain is 

often positive. The cells of metastatic neuroblastoma have a yellow fluorescence when exposed to formalin vapor 

and are neuron specific and enolase positive⁹. 
The prognosis of Ewing's sarcoma is poor because of multiple metastases most commonly to the bone, lung, lymph 

node, and liver, which may occur within a few months after the onset of the tumor¹⁰. 
Recently, some reports of early and prompt diagnosis with combined surgery, radiation, and chemotherapy 

protocols have raised the five- year survival rate of patients with Ewing's sarcoma from 16% to 74%¹¹. 

Conclusion

Ewing's sarcoma of maxillofacial region is a rare malignancy that may affect the facial bones of young individuals. 

Even with an isolated area of Ewing's sarcoma, the risk of metastasis is so high that it may warrant multiple therapy 

modalities and close follow up.The long term prognosis is poor. In suspected cases, an evaluation of the lesion 

should be carried out using plain films, CECT, bone scan, and biopsy and complete metastatic workup should be 

done. After treatment, it is mandatory to provide suitable prosthesis, so that these young patients can lead a quality 

life. 
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