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Introduction 

Wilms’ tumor (Nephroblastoma), the most common abdominal malignancy of childhood, occurs primarily 

as a malignant renal tumor. Extrarenal Wilms’ tumor is rare with occasional reports from the Indian 

subcontinent. There have been reports of it arising from other extra renal sites, in about 0.5– 1% of all 

cases.[1] The various locations of extra renal Wilms’ tumor include the retroperitoneum, uterus, skin, and 

thorax.[2] EWT is thought to arise from mesonephric remnants the clinical course of EWT often lacks 

specificity but as histological characteristics of Wilms tumor and EWT are similar, they both are staged in 

similar ways and treated in the same lines of management.[3, 4, 5] 

  

Case Report 

A 1 Year 8-month-old boy presented with Complaints of a painful progressively increasing mass per 

abdomen, frequent crying, fever, and reduced appetite since 1 month On examination revealed a healthy-

looking boy With No pallor, No icterus, no peripheral lymphadenopathy With Blood pressure of 100/70 of 

mm of hg On P/A: mass measuring 10x 12cm in infra umbilical area, firm-hard in consistency does not 

move with respiration no hepatosplenomegaly considering his age and presentation we have thought 

Neuroblastoma, Wilms tumor, Rhabdomyosarcoma as differentials. 

Hematological Parameters and serum biochemistry were within normal limits. 

 

Abstract 

Wilms’ tumor originates predominantly in the renal tissue; in rare cases, it can also arise from 

extra- renal sites accounting for 0.5-1% of cases of Wilms’ tumor seen.1 The establishment of the 

diagnosis of extrarenal Wilms tumor (EWT) with radiological features and clinical features is 

difficult unless histological findings are present. As there are less than 100 cases reported in the 

literature, we would like to report this extra-renal retroperitoneal Wilms tumor and discuss staging 

management and prognosis. 
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Figure 1, 2 

On Imaging CECT abdomen suggestive of a Large soft tissue density heterogeneous mass lesion 127x8.3 x 

11.1 in the central abdomen with lobulated margin and degeneration. No calcification is noted. As the origin 

of the mass and diagnosiscould not be made on imaging, a core needle biopsy was done from a mass lesion. 

 

1) H&E 40X Reveals evidence of blastemal component <60%, immature tubular component, and cellular 

stroma. 

Figure 3 

 

2) IHC Showed WT1- positive in the blastemal component and epithelial compnents from mesoblastic 

nephroma 
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Figure 4 

3) PAN CK - positive in epithelial component 

 

Figure 5 

 Vimentin - positive confirms mesenchymal origin. 

Chromogranin, Synaptophysin, myogenic -negative, suggestive of ERWT. 

As per SIOP protocol patient was treated with Neoadjuvant chemotherapy followed by extraperitoneal 

surgical excision [6] of extrarenal Wilms tumor with Mesentery Node sampling done. 

 

Figure 6 
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Histopathology suggestive of Nephroblastoma (Wilms tumor)-Mixed type, with 40% necrosis,Post-therapy 

histologic calcification: Intermediate risk (viable>33%, blastemal component <66%).no metastatic nodal 

deposits. TNM staging: p T2NO Mx (stage II).AV-2 PROTOCOL OF SIOP 2009 was started 

postoperatively based on the biopsy findings. The patient presently received 12th week of chemo and doing 

fine. 

 

Discussion 

As with intrarenal Wilms’ tumors in which most children present between 12 and 48 months with a mean 

age of diagnosis at 36 months, extrarenal Wilms’ tumors can similarly present within the same age group.[7] 

Our patient was a boy who presented at 2 years of age, which is the approximate mean age of diagnosis of 

most Wilms’ tumors. 

Extrarenal Wilms tumors may be diagnosed in adults and neonates occasionally. But Extremes of Age 

groups have unfavorable prognosis.Extrarenal Wilms tumor’s exact embryonic origin is uncertain three 

theories are popularized. First theory[8] describes origin as ectopic mesonephric blastemal cells. The second 

theory[9] is the persistenceof primitive mesodermal tissue and the third theory[10] is the Connheims cell 

rest theory. 

Apart from the classical presentation of painful abdominal swelling in this patient, he was otherwise 

ahealthy-looking baby.it is easy to confuse retroperitoneal extra-renal Wilms’ tumor with classical Wilms’ 

tumor based on clinical presentation alone because clinical features can be similar to both of them. However, 

extra renal Wilms’ tumor located in the inguinal canal, scrotum, and mediastinum children with abdominal 

mass should have immediate work-up for Wilms’ tumor. Regarding genetic associations unlike with 

standard Wilms’ tumor, only a few cases of extrarenal Wilms’ have been found to express the Wilms’ tumor 

suppressor gene WT1. [11] However in our case we have not done genetic testing. Another differential 

diagnosis considered was neuroblastoma, as it can also be seen inthe same age group as our patient. This 

condition often presents with pain from bony metastasis. [12] The possibility that other embryonal tumors, 

such as embryonal rhabdomyosarcoma, Burkett’s lymphoma, hepatoblastoma, and mixed Mullerian tumors 

can also occur in the retroperitoneum apartfrom retroperitoneal extra-renal Wilms’ should not be overlooked 

in the differential diagnosis of retroperitoneal tumors. staging of this patient directly goes to stage 2 due to 
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its retroperitoneal presentation. Treatment strategies are similar for both renal Wilms tumor and extrarenal 

Wilms tumor but due to different locations and neighboring organs special scenarios are considered for 

surgery and adjoined therapies. The key step in the treatment of ERWT is surgical excision [6] 

Most of the ERWTs will be having favorable histology but in about 11% of reported cases, local recurrence 

is observed. The recurrence rate is 15% in classical renal Wilms tumors in ERWTs 70% of cases are stage 

2, 23% are stage 3 & 6% of cases are stage 4. In ERWT cases two- Year event-free survival [13] is 83% 

and the mortality rate was 5% compared to renal Wilms tumor. 

 

Conclusion 

Though there is difficulty in diagnosing Extrarenal Wilms tumor preoperatively, Extrarenal Wilms tumor 

should be considered when evaluating a patient with symptomatic abdominal swelling as diagnostic delay 

will cause a delay in appropriate treatment. Children presenting with abdominal mass one of the important 

differential diagnosis is extrarenalwilms tumour ,but staging treatment and prognosis are similar to wilms 

tumour. 
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