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Case Report

CASE REPORT
A 16-year-old Hindu male patient presented in outpatient clinic with 
eight months history of dull aching, continuous, non radiating, right 
sided upper abdominal pain, that was relieved by analgesics. There 
was no history of fever, vomiting, haematuria, graveluria, malaise, 
weight loss. There was also no history of haemoptysis, diaphoresis 
or back pain.

General and systemic examinations were normal. Routine blood and 
urine investigations were normal. Ultrasonography revealed a mass 
in right suprarenal region. On Contrast enhanced CT, single, large, 
heterogenous enhancing mass lesion measuring 10.4×9.0×7.4 
cm in right suprarenal region, with areas of necrosis and internal 
vascularity, was noted. There was partial encasement of IVC and fat 
planes of upper pole of kidney was involved [Table/Fig-1]. Functional 
study of the adrenal gland was negative.
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ABSTRACT
Ewing’s Sarcoma (ES) or Primitive Neuro-Ectodermal Tumour (PNET) typically occurs in long or flat bones, the chest wall, extra-
skeletal soft tissue, and rarely in solid organs. Incidence of urological ES is uncommon. Here, we report a case of primary ES of the 
right adrenal gland in a 16-year-old boy who presented with an adrenal mass, with a successful outcome.

[Table/Fig-1]:	 Pre chemotherapy CECT showing large right adrenal mass.

[Table/Fig-2]:	 Core biopsy (40x) HPE showing small round cells.

[Table/Fig-3]:	 Post chemotherapy CECT showing decrease in size of adrenal mass.

At that stage, imaging features gave the sense of inoperability. Core 
needle biopsy revealed malignant small round cell tumour; suggestive 
of ewing’s sarcoma [Table/Fig-2]. Chemotherapy was planned and 
vincristine, ifosfamide, vincristne and doxorubicin based six cycles 
of chemotherapy was given over a period of four months.

Repeat contrast enhanced CT was done which revealed significant 
reduction in size of mass to 8.1×6.9×6.5 cm [Table/Fig-3]. Right 
adrenalectomy with consent for right nephrectomy was planned, and 
with all preoperative preparation and optimization patient was taken 
for surgery. Right sided subcostal incision was given extending to 
left subcostal region in chevron fashion, and abdomen was entered 
intraperitoneally. There was no liver metastasis. Intraoperatively, 
adrenal was not dissectible from upper pole of right kidney and the 
hilar vessels were stretched over the tumour, so right adrenalectomy 

along with right radical nephrectomy was performed along with 
excision of hilar lymph nodes. As mass was not separable from 
inferior border of the liver, part of inferior border was also resected 
along with the mass. Enmass resection was done [Table/Fig-4].

Postoperative course was uneventful except there was mild bilious 
outcome from drain for 5 days, which subsided. Patient was 
discharged on 8th postoperative day. On gross examination tumour 
was of 8x6x5 cm identified involving the right adrenal gland, whose 
cut surface was variegated and macroscopic extension was limited to 
the right adrenal. On histological examination tumour was composed 
of small round cells with rounded nuclei and scanty cytoplasm, the 
cells were arranged in sheets and cohesive lobules and showed 
rosettes and perivascular pseudorosettes. All the margins including 
gerotas fascia and renal vein were uninvolved. Lymphovascular 
invasion was present. On immunohistochemistry analysis CD99 
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DISCUSSION
Primary ES of adrenal gland is a very rare tumour [1]. Its first case 
was described by Marina et al., in 1989. Since then almost 35 cases 
have been reported. ES occurs mostly in 2nd decade with slight male 
predominance. Patients usually present with flank pain and rapidly 
growing mass [2]. Ultrasonography can be used as a screening tool 
but CECT is essential to find out the relation with the surrounding 
structures. CECT imaging helps to distinguish between benign and 
malignant adrenal tumours through its contrast washout characteristics 
[3]. Hormonal studies should be done to differentiate it from the 
functional adrenal tumours. It is difficult to make a definitive diagnosis 
of ES even on histopathology without Immunonohistochemistry [4]. 
CD 99 is a highly sensitive marker for ES. Patients show reciprocal 
translocation of t (11;22) (q24;q12) involving the EWSR1 gene on 
chromosome 22 and the FLI1 gene on chromosome 11 in more than 
90% of cases but this is not routinely assessed [5].

These are very rapidly growing and aggressive tumours and surgical 
resection is the mainstay of its treatment [6]. As this is a radio and 
chemo sensitive tumour so adjuvant chemotherapy and radiotherapy 
are advocated for better disease control but there is no consensus on 
standard chemo-radiation regimen [7]. Eddaoualline H et al., in their 
study also gave their patient neoadjuvant chemotherapy which was 
responded well as in our case [2]. Proper postoperative surveillance 
with imaging modalities and adjuvant chemotherapy might alter the 
outcome in individual cases. Some studies have demonstrated worse 
prognosis for adults compared with their younger counterparts [8,9].

CONCLUSION
Ewing’s sarcoma/PNET of the adrenal gland is extremely rare. One 
should always consider this rare diagnosis when a young patient 
presents with a large non-functional adrenal mass, which cannot be 
differentiated on imaging. Imaging studies along with biopsy is the 
proper way to proceed towards this rare diagnosis. Biopsy should 
be done in cases with larger nonfunctional masses/ inoperable 
tumours/equivocal imaging findings/unknown nature of tumour.
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[Table/Fig-4]:	 Resected mass with inferior border of liver and right kidney.

[Table/Fig-6]:	 Synaptophysin positive.

was strongly positive [Table/Fig-5], synaptohysin was positive [Table/
Fig-6], and Leukocyte Common Antigen was negative in tumour 
cells. At six months of follow-up, patient is doing well.

[Table/Fig-5]:	 CD99 strongly positive.
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