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Abstract: Clear cell sarcoma of kidney is a rare pediatric renal tumor. Its diagnosis is challenging for a clinician and 

radiologist due to its overlapping clinical and radiological presentation with much common Wilm’s tumor. We present 

case report of 2-year-old boy presented with abdominal discomfort and lumbar region mass for 2 months. The patient 

underwent routine work up including CT abdomen which demonstrated a mass arising from renal medulla crossing 

midline. Image guided biopsy followed by histopathology confirmed it as clear cell sarcoma rather than Wilm’s tumor. 

Metastatic work up remained negative. He underwent neoadjuvant chemotherapy regimen followed by surgical resection 

with no immediate or long-term complications. 
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INTRODUCTION 

Clear cell sarcoma is one of extremely rare 

pediatric renal tumor making up to only 3% of all renal 

tumors in children. Clinical features include abdominal 

mass with or without hematuria and occasionally bone 

pain usually in age group up to 1 to 4 years with male to 

female ratio of 2:1. Wilm’s tumor remains the most 

common pediatric renal tumor comprising over 85% of 

the cases presenting with renal mass. Since clinical 

features overlap, this makes diagnosis difficult.  

 

CASE REPORT 

2 years old boy presented to OPD clinic with 

complaints of progressively increasing swelling in left 

lumbar region from past two months followed by 

abdominal distension, off and on constipation as per 

history given by the mother of patient. No complaint of 

gross hematuria. Ultrasound abdomen was performed 

which showed a large mass arising from left kidney. 

First impression of wilm’s tumor was made by the 

physician. Further workup with CT abdomen revealed 

13 x 10 x 8.5 cm heterogeneously enhancing mass 

arising from medulla of the left kidney. No internal 

calcification or pathological lymph nodes were seen. 

Rest of the scan was unremarkable. Again an 

impression of stage II wilm’s tumor with the 

differentials of rhabdomyosarcoma, clear cell sarcoma 

and neuroblastoma was made. Histopathology of this 

mass turned out to be clear cell sarcoma. Renogram was 

performed to see the functional status of both kidneys in 

which left kidney was not visualized. Flow study in 

right kidney showed prompt perfusion and good cortical 

uptake followed by prompt corticopelvic transit. 

Metastatic workup was negative. After 

multidisciplinary clinical meeting multi agent 

chemotherapy was planned as initial treatment.
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Fig.(a,b) Axial contrast enhanced CT images showing heterogeneously enhancing mass with internal cystic change 

arising from left renal medulla, right kidney is normal (c) Renogram image with no visualization of left kidney.  

 

DISCUSSION 

Clear cell sarcoma of the kidney is one of the 

rarest pediatric renal tumors comprising of only 3 % 

primary renal neoplasms in pediatric age group. It 

typically presents with complaint of palpable gradually 

increasing abdominal mass or swelling in less than 4 

years of age children.  Radiological assessment of clear 

cell sarcoma of the kidney shows heterogeneously 

enhancing mass on contrast enhanced CT abdomen 

which is seen arising from the medulla of the kidney 

with internal non-enhancing foci representing necrosis 

and hemorrhagic components. They usually cross 

midline. Lack of calcifications is typical feature seen on 

CT. MRI shows low to intermediate signal on T1 

weighted images and high signal on T2W1 with cystic 

areas.  

 

Wilm’s accounting for over 85% of the cases 

remains most common renal tumor with similar clinical 

features. On imaging Wilm’s also appear as a 

heterogeneous solid mass crossing the midline and 

displaces adjacent structures. Occasionally it can be 

cystic. Wilm’s tumor most commonly metastasizes to 

lungs followed by liver and local lymph nodes. Similar 

to renal cell carcinoma in adults it can send tumor 

thrombus into the renal vein, IVC and right atrium. 

Pulmonary metastasis can be seen at initial presentation 

as well.  

 

Treatment options for clear cell sarcoma 

remain chemotherapy and radiotherapy.  

 

 

CONCLUSION 
Wilm’s tumor and clear cell sarcoma overlap 

in presentations. Imaging usually CT though can well 

differentiate on basis of features but remain challenging 

for radiologists. Wilm’s commonly metastasizes to 

lungs whereas clear cell sarcoma most commonly 

metastasizes to bones.  
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