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. Abstract  

Introduction: Extrarenal Wilms tumor is extremely rare. The development of this tumor outside of the kidney 

parenchyma is rare. Case: 3 year old boy presented an abdominal pain. A mass was palpated anteriorly of the rectum on 

rectal examination.  

Magnetic Resonans (MR) scan with intravenous (IV) contrast revealed a 47x43x23 millimeters, heterogeneous pelvic 

mass located rectovesical area. At laparotomy, tumor was fixed at the level of anterior recto sigmoid joint.  

Pathologic diagnosis of the tumor was extrarenal Wilms tumor. There was no any leymphoid hypertrophy and 

metastasis. After complete tumor resection, tumor phase was accepted Stage 3 and chemotherapy and radiotherapy were 

administered according to the treatment protocol of the National Tumor Wilm’s Study Group. A year after treatment, the 

patient has had no evidence of recurrence.  

Conclusion: It is important to include extrarenal Wilms tumor in the differential diagnosis of children with intrathoracic 

or retroperitoneal tumors. Because some of these tumors are located in the pelvis, they may be incorrectly diagnosed 

preoperatively as a pelvic teratoma or ovarian cysts. 
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     Introduction 

     Wilms tumor, or nephroblastoma, is one of the most 
common solid malignant neoplasms in children and it is 
almost arising from the kidney [1]. The development of 
this tumor outside of the kidney parenchyma is rare. Most 
of these tumors located in the retroperitoneal space, but 
some tumors located elsewhere [2]. We present a 3-year 
old male with an extrarenal Wilms tumor located in the 
rectosigmoid joint in intraperitoneal space. 
 

Case  

     A previously healthy 3 year old boy presented an 
abdominal pain. A mass was palpated anteriorly of the 
rectum on rectal examination. Other physical examination 
findings were normal. An abdominal ultrasonography 
(US) showed a mass which was 5x3.5 centimeters 
diameter, heterogenous, had smoot edges, located 
vesicorectal area. Magnetic Resonance (MR) scan with 
intravenous (IV) contrast revealed a 47x43x23 
millimeters, heterogeneous pelvic mass located 
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rectovesical area. Others organs were evaluated normally. 
Laboratory tests were all within normal limits including 
serum α-fetoprotein, β-human chorionic gonadotropin, 
and urinary catecholamines (vanillylmandelic acid and 
homovanillic acid). 
 
     At laparotomy, a tumor was located anterior of the 
rectum. Tumor was fixed at the level of anterior 
rectosigmoid joint (Figure 1). There was no ascites, 
lymphadenopathy or tumor invasion into surrounding 
tissues. The tumor was excised and submitted for 
pathologic diagnosis. On pathologic examination, the well-
circumscribed mass was 20 g and measured 4.4 cm×3.5 
cm×2.8 cm. The tumor pathology was consistent with the 
diagnosis of extrarenal nephroblastoma. 
 

 

 

Figure 1: Intraoperative mass image. 
 

 
     After complete tumor resection, tumor phase was 
accepted Stage 3 and chemotherapy and radiotherapy 
was administered according to the treatment protocol of 
the Natioanl Tumor Wilm’s Study Group. A year after 
treatment, the patient has had no evidence of recurrence. 
 

Discussion  

     Intrarenal Wilms tumors are believed to originate from 
persistent metanephric blastema, but the histogenesis of 
extrarenal Wilms tumor (ERWT) is less clear. The general 
agreement is that the origin of ERWT parallels that of 
intrarenal Wilms tumor and arises from heterotopic 
metanephric blastema [3]. It is also believed that ERWT 
can originate from persistent mesonephric duct remnants 
[4].  
 
     Wilms tumors originating outside of the kidney are 
extremely rare. Because of the lack of specific tumor 
markers, preoperative diagnosis of extrarenal Wilms 
tumor is difficult. So the diagnosis of extrarenal Wilms 

tumor is almost made after resection of the tumor and 
pathologic evaluation of the specimen. According to the 
National Wilms Tumor Study (NWTS) the diagnosis of an 
extra renal Wilms tumor should fulfill three criteria. First, 
a primary tumor in the kidney should be excluded. Careful 
evaluation should be made, both radio graphically and 
intra operatively, to rule out a primary intra renal tumor 
with secondary extrarenal metastasis. We evaluated 
normally all of abdominal organs. Second, on pathologic 
evaluation the triphasic histology pattern of blastemal, 
epithelial, and primitive stroma characteristic of Wilms 
tumor should be present. And finally, there should be no 
evidence of teratoma or renal carcinoma on thorough 
examination of the whole tumor [3].  
 
     Extra renal Wilms tumor is an extremely rare 
malignant renal neoplasm. It is important to include 
extrarenal Wilms tumor in the differential diagnosis of 
children with intrathoracic or retroperitoneal tumors. 
Because some of these tumors are located in the pelvis, 
they may be incorrectly diagnosed preoperatively as a 
pelvic teratoma or ovarian cyst [5].  
 
     Following complete tumor excision, careful histologic 
evaluation will provide the correct diagnosis and permit 
selection of appropriate adjunctive treatment. 
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