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CASE REPORT 
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Neuroblastoma is one of the commonest malignancy of childhood. Neuroblatoma in horseshoe 
kidney is an extremely rare condition. There is only one case of this tumour occurring in 
horseshoe kidney described in the literature. Recently we successfully treated a boy with 
neuroblastoma in horseshoe kidney. 
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INTRODUCTION 
Neuroblastoma is the fourth most common 
malignancy of the childhood and is the most common 
intra-abdominal malignancy of infancy.1 However, 
the occurrence of this tumour in horseshoe kidney is 
extremely rare. There is only one case of this tumour 
occurring in horseshoe kidney described in the 
literature.2 Patients can be treated with surgery alone 
or by multimodal approach depending upon stage of 
disease. 

CASE REPORT 
A 2 years old healthy boy presented with painless 
haematuria of two months duration. On abdominal 
examination, a hard, non-tender mass was palpable in 
the left lumber region. Patient’s complete blood 
count and renal function tests were within normal 
limits except haematuria on urine routine analysis.  

CT scan showed a horseshoe kidney having 
a large, poorly defined, infiltrative mass in left renal 
and suprarenal region encasing the left renal vessels 
with enlarged regional lymph nodes (Figure-1). USG 
guided tumor biopsy turned out to be neuroblastoma.  

After 4 cycles of neo-adjuvant 
chemotherapy with etoposide, carboplatin and 
doxorubicin, patient was planned for surgery. The 
kidney was approached through a transverse 
abdominal incision. Tumour was localized to the left 
hemi-kidney, which was extending into the isthmus. 
Left hemi-nephrectomy, isthmectomy and right 
partial nephrectomy was performed to get tumour 
free margins based on frozen sections. This was 
followed by a repair of calyces over a 4.7 Fr DJ stent. 
The patient had an uneventful post-operative course. 
Serum creatinine was 0.99 mg/dL at the time of 
discharge, on 7th postoperative day. 

The histopathology showed differentiating 
neuroblastoma with prognostic group of low risk 
according to the system proposed by Joshi et al3 
(Figure-2 A–C). According to the International 
Neuroblastoma Staging System (INSS), tumour stage 

was stage 2B.The resection margins, renal vein and 
ureter were free of the tumour. However, peri-hilar 
lymph nodes were positive for malignancy. The 
tumour was positive for Ki67, Synaptophysin, 
Chromogranin and NSE, while, it was negative for 
CD99, WT1gene and CKAE1/AE3. The patient is 
presently well and has been offered active 
surveillance. 

 
Figure-1: Horseshoe kidney having a large 

infiltrative mass in left renal and suprarenal region 

 
Figure-2A: Differentiating neuroblastoma 

showing mature and immature ganglionic cells 
and neurophil rich stroma 
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Figure-2B: Neuroblastoma exhibiting Schwannian 

stroma 

 
Figure-2C: Adrenal gland which is tumour free 

DISCUSSION 
Neuroblastoma in horseshoe kidney is extremely rare. 
The clinical presentation of neuroblastoma varies 
widely depending upon the primary site of origin, 
metastatic burden, and metabolically active by-
products. Retroperitonium is the most common site 
and these patients present with a palpable mass or 
abdominal pain, weight loss, anorexia, vomiting and 
symptoms related to the mass effect.4–6 Patients may 

present with metastases, cord compression by local 
extension or a number of unique paraneo-plastic 
syndromes. 

Increased levels of urinary metabolites of 
catecholamines, vanillylmandelic acid (VMA) and 
homovanillic acid (HVA), are found in 90–95% of 
patients.7 Computed tomography (CT) and magnetic 
resonance imaging (MRI) provide detail information 
about the local extent of the primary tumors and 
invasion of renal parenchyma.8 Staging of 
neuroblastoma in horseshoe kidney is yet to be 
described, because of contagious anatomy it does not 
fit in the INSS.  

Treatment of neuroblastoma depends on 
clinical stage, resectability and histopathology. Those 
with a localized, low-risk and resectable tumor can 
undergo primary curative surgery. On the other hand, 
intermediate-and high-risk patients are treated with a 
multimodal approach that combines surgery, 
chemotherapy and radiation.9 
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