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ABSTRACT: Teratoid Wilms’ tumor is a rare histological variant of the classical Wilm’s tumor 

reported mainly in paediatric patients. To date less than 30 cases of teratoid Wilm’s tumor have been 

reported in the literature. Wilms’ tumor is the fourth most common childhood malignancy. We here 

report a case of a 3 month old male child having a unilateral rare Teratoid Wilms' tumor. This case is 

presented because of its rarity. 
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INTRODUCTION: Teratoid Wilms' tumor is a rare histologic variant of the classical Wilms’ tumor. 

Fernandes et al. defined teratoid Wilms’ tumor in which heterologous components like adipose tissue, 

glial tissue, muscles, cartilage or bone constituted at least 50% of the neoplasia [1]. Less than 30 cases 

of teratoid Wilms' tumor have been reported in the literature till date [2], [3] ,[4]. Wilms’ tumor, also 

called nephroblastoma is the fourth most common childhood malignancy. It accounts for 87% of 

pediatric renal masses and occurs in approximately 1:10,000 persons.[5], [6]. 50% of cases occur 

before the age of 3 years and 90% before 6 years. There is no sex predilection according to literature. 

Sporadic forms are usually unilateral and constitute majority of cases whereas bilateral or multifocal 

cases account for 10% of the cases possibly due to a germline mutation [7]. It clinically mimics the 

other renal tumors. An early and correct diagnosis is essential due to its inconsistent response to 

conventional chemotherapy and also because any delay puts the patient at risk of haemorrhage and 

peritoneal dissemination of the tumor. 

 

CASE REPORT: A 3 month old male child was brought with abdominal mass. There were no 

associated symptoms. On abdominal examination a mass was palpable in the right lumbar region. 
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Base line investigations revealed normal findings. 

  Ultrasound examination showed a large heterogenous mass in the right lumbar region, 

measuring around 10X 9 X 5 cm, replacing the right kidney. It was slightly compressing the renal 

vein. There was no invasion into the Inferior Vena Cava. A differential diagnosis of Wilms' tumor/ 

Rhabdoid tumor was made. 

 Right Nephrectomy was done and we received a globular soft tissue mass measuring 9 X 9 X 6 cm. 

The ureter was measuring 6 cm. On cut section, normal kidney was pushed to one side. The tumor 

tissue showed nodular grey white (Figure 1), yellow areas and hemorrhagic areas. The capsule was 

thickened and easily peelable from the mass.  

 On microscopy, multiple sections studied from the tumor showed admixture of blastemal, 

epithelial and stromal components (Figure 3). Skeletal muscle, ectodermal elements like stratified 

squamous epithelium with keratinisation (Figure 2), tubules with glomeruli like components were 

also observed. There were few areas of necrosis. There was no surrounding tissue or capsular 

infiltration and no anaplasia. 

 In view of the above histological findings, diagnosis of Stage I/favourable histology Wilms' 

tumor with teratoid differentiation was confirmed. The patient had an uneventful post operative 

recovery and was started on chemotherapy. 

 

DISCUSSION: Teratoid Wilms' tumor is a rare histological variant of the classical Wilms' tumor 

reported mainly in paediatric patients. To date, less than 30 cases of teratoid Wilms tumor have been 

reported in the literature [2], [3], [4]In a review, most of the patients were diagnosed between 2 to 4 

years of age and 6 bilateral cases were observed. Wilm’s tumor is the fourth most common childhood 

malignancy. There doesn't seem to be a sex preference according to literature. Sporadic forms are 

usually unilateral and constitute the majority of cases whereas bilateral or multifocal cases account 

for 10% of the cases possibly due to a germline mutation.[7]. Two loci on chromosome 11 have been 

implicated in the genesis of a minority of Wilms tumors. Locus 11p13 is known as the WT1 gene, 

and locus 11p15 is known as the WT2 gene. 

 

ASSOCIATED SYNDROMES: There are a number of recognized syndromes associated with an 

increased predisposition towards developing WT 

•WAGR- (Wilms tumour, aniridia, genitourinary abnormalities and mental retardation), 

•Denys-Drash syndrome (DDS) - mesangial sclerosis, male pseudohermaphrodism and Wilms 

tumour 

•Beckwith-Weideman syndrome (BWS) - exomphalos, macroglossia, gigantism and 

•Simpson Golabi Behemel syndrome (SGBS) - overgrowth, mental impairment, craniofacial 

anomalies. 

•Wilms tumors can also be seen in association with Trisomy 18. 

•Wilms’ tumor has been found in horseshoe kidney also. 

 

MORPHOLOGY: Wilms' tumor is an embryonic tumor typically composed of variable admixture of 

blastemal, epithelial and stromal components. Tumors with all three components are termed 

triphasic, but some may be biphasic or monophasic only [e.g. Blastemal WT], Wilms' tumor can 

include heterologous elements in addition to these components and Variend et al,[8] in 1984, coined 
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the term teratoid Wilms’ tumor for them. Fernandes et al. defined teratoid Wilms as a tumor that 

contains heterologous elements comprising more than 50% of the tumor mass [1]. The pathogenesis 

of this entity is still debated; it is likely that it originates from totipotent primitive metanephric 

blastema[9]. The teratoid elements seen frequently are skeletal muscle, smooth muscle, adipose tissue, 

glial tissue, cartilage, bone, and are generally assumed to represent aberrant mesenchymal 

differentiation.  

Tumor histopathology is very important and affects prognosis. Tumors are categorized as 

having either favourable (FH) or unfavourable histology (UH) as described in Table 1. 

Staging of Wilms’ tumor is described in table 2. 

 

CONCLUSION: Teratoid Wilms' tumor is a rare histological variant of the classical Wilms' tumor 

reported mainly in paediatric patients. An early and correct diagnosis is essential as any delay puts 

the patient at risk of hemorrhage and peritoneal dissemination of the tumor. Teratoid Wilms’ tumor 

is usually not an aggressive neoplasm and prognosis is comparatively good if the tumor is excised 

completely [10]. For this reason, surgery seems to be the best treatment. [11], [12] Chemotherapy has 

been recommended in the cases of teratoid Wilms’ tumor regardless of the tumor size, stage, age at 

diagnosis and histology [13]. This case is presented in view of highlighting a rare case of a Wilms’ 

tumor with teratoid differentiation. 
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TABLE 1: Prognostic categorization of tumor based on histomorphology. 

 FAVOURABLE HISTOLOGY UNFAVOURABLE HISTOLOGY 

 

 

 

FEATURES 

Prominent tubular differentiation 

 

No anaplasia 

 

No sarcomatous elements  

 

Extreme Anaplasia 

 

3 cytological abnormalities: 

 1)Mitotic figures (3 or 

more/HPF) 

 2)Nuclear enlargement 3 times 

the normal size 

 3)Hyperchromasia 

Anaplasia may be diffuse or focal 

 

PROPORTIONOF 

TUMORS 

 

85-88% of WT cases 

Outlook with current therapy is 

good 

 

10% of WT cases; 60% of deaths 

due to Wilms’tumor have this 

histology. 

 

 

TABLE 2: Staging of Wilms’ tumor 

 STAGE  DESCRIPTION  % OF CASES 

Stage I Limited to the kidney and completely 

resectable with renal capsule intact  

 

 

 40% 

Stage II Tumor infiltrates beyond kidney, 

completely resected; includes tumor with 

local spillage confined to flank 

 

 20-25% 

 

Stage III Residual tumor confined to abdomen, 

includes (a) positive abdominal nodes, (b) 

diffuse peritoneal contamination by direct 

growth, implants, or spillage, (c) positive 

margins, or (d) residual non resected 

tumor 

 

 

 

 

 20-25% 

Stage IV Hematogenous disease (added: lungs, 

lymph nodes, liver) 

 

 10% 

 

Stage V Bilateral disease; each side should be  5% 
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staged separately, since prognosis is 

dependent on the higher individual stage 

 
Figure 1: Tumour cut section showing grey white areas 

 

 

 
(a)                                                               (b) 

Figure 2(a) H&E (10X) & Figure 2 (b) (40X) showing keratinized stratified squamous epithelium 

 

 

(a)                                                         (b) 
Figure 3 (a) H&E (10X): showing blastemal elements Figure 3 (b)H&E(10X): showing stromal 
elements and tubules 
 


