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CASE REPORT

A Rare Case Report of an Infant With
Bilateral Nephroblastoma

KANDLA SHARMA!, ANKIT MANGLA?

Nephrogenic rest is the metanephric blastema that persists at birth. When found in multiple numbers, these rests
are referred to as nephroblastomatosis. We report a rare case of a 3 month old female infant with bilateral
nephroblastoma detected soon after birth and treated successfully with chemotherapy alone. Regular investigative
procedures are a must to reveal these kind of rare disorders.
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INTRODUCTION

Metanephric blastema that persists at the birth is
known as nephrogenic rest; these rests when
present in multiple numbers are referred to as
nephroblastomatosis and are present in
approximately 1% of infants at autopsy. These
nephrogenic rests also have the potential to
undergo  malignant  transformation  but
fortunately it occurs in less than 1% of subjects.!
The natural history of nephroblastomatosis is
highly variable with few lesions regressing
spontaneously without any treatment while others
may increase in size and turn into Wilms’ tumor
later during infancy or childhood.?

CASE SUMMARY

This case report documents the case of a 3 month
old female infant born to a 29 year old
primigravida mother at full term by LSCS with a
birth weight of 3.2 kg. She had no antenatal
complications and cried immediately at birth with
APGAR score 9,9. Her antenatal scans revealed
echogenic focus in B/L kidneys. She had no
features of dysmorphism, hypertension or any
urinary symptoms. Her neonatal period was
uneventful and she gained weight appropriately.
On day 15™ of life, repeat ultrasound KUB was
done which showed echogenic mass of 2.2 x 1.4 cm
in upper pole of left kidney and 0.9 x 1.0 cm in
upper pole of right kidney (Figure 1). Following
this contrast CT scan was done on day 19'" of life
which revealed well defined hypodense space
occupying lesion (2.1 x 1.6 cm) in upper pole of left
kidney and well defined hypodense lesion (0.9 x
0.9 cm) in upper pole of right kidney (Figure 2). In

IHRJ Volume 1 Issue 12 2018

view of the age of the patient possibility of B/L
nephroblastomatosis

was considered. Investigations done revealed Hb
= 1.2 g/dl, TLC = 14700 / cumm, Platelets = 5.2
lac/cumm, BUN/Creatinine: 10.6/0.45,
RFT/Electrolytes/LFT: normal. In view of
suspected benign lesion and absence of any
symptoms child was discharged with plan to
repeat USG KUB after 6 weeks. Repeat USG scan
at 9'" week of life revealed enlarging mass in both
kidneys with left kidney showing hyperechoic
mass of 2.3 x 2.2 cm in upper pole with vascularity
and right kidney showing hyperechoic mass 1.6 x
1.3 cm along with vascularity. In view of enlarging
mass size renal biopsy was planned from left
kidney which revealed undifferentiated blastema,
fibroblast like stroma and epithelial elements and
mesenchymal components suggestive of B/L
nephroblastoma. Pediatric hemato-oncologist
consult was taken and child underwent Left
nephrectomy and was started on
chemotherapeutic regimen of vincristine,
actinomycin-D, and doxorubicin. On follow up
after 3 months tumour size of right kidney
decreased and no evidence of metastasis was seen.

DISCUSSION

The embryologic development of the kidneys
starts around 5" week of gestation and is
completed by 35-36 gestation weeks.3 The
nephrogenic rests cells are abnormally persistent
clusters of embryonal cells which are present at
birth, representing microscopic dysplasias of the
developing kidneys. These rests are found in
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approximately 1% of infant kidneys at autopsy.!
Nephroblastomatosis signifies the presence of
multiple or diffuse nephrogenic rests cells.
Nephroblastomatosis is also known as precursor
lesions of Wilms’ tumor* which is the most
common malignant tumor of abdomen among
children, accounting for more than 70% of
pediatric renal masses and usually occurs during
the first 2—5 years of life. Out of all Wilms’ tumor,
the bilateral Wilms’ tumor account for around 6-
7%. Niu HC et al. reported bilateral lesions in 40%
of Wilms’ tumor associated with
nephroblastomatosis and also that higher
recurrence and metastatic rates are seen in
Nephroblastomatosis related Wilms’ tumor.5 Even
though nephrogenic rests are a predisposing
condition for the development of Wilms tumor,
not all kidneys with nephrogenic rests develop
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Figure 2. CT Scan Showing Hypodense
Mass Space Occupying Lesion

Figure 1. Ultrasound showing Echogenic
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