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ABSTRACT

Wilms” tumor (nephroblastoma) is the most common primary renal
malignancy in children, with a peak presentation in the ages 3-4 years. Wilms’
tumor is extremely rare in adults with around 300 cases described in literature.
This presents both a diagnostic and treatment challenge in adults due to lack
of standard protocols. Herein, we report a case of a 28-year-old primigravida
who underwent nephrectomy postpartum for presumed renal cell carcinoma
that was diagnosed as Wilms’ tumor at histology. This case is being reported
on account of its peculiar presentation, and its presentation in pregnancy, to
provoke further research and thus improve management in the adult patient.

INTRODUCTION diagnostic and treatment challenge in

adults, with management relying on existing

Wilms” tumor (nephroblastoma) is the most
common primary malignancy in
childhood, mostly presenting by age 5 (2,3).
Wilms’ tumor is extremely rare in adults
(4,5) and is even more uncommon in
pregnancy (5,6). Due to lack of characteristic
clinical and/or radiological presentation
(5,7), it is diagnosed at histology following
nephrectomy for presumed
carcinoma which is much more common in
adulthood (8,9). It thus presents as both a

renal

renal cell

protocols for children (1,10). It is for this
reason that we report a case of a 28-year-old
primigravida who underwent nephrectomy
in the immediate postpartum period for
presumed renal cell carcinoma, that at
histology was confirmed to be Wilms’
tumor. On account of its
presentation, and its presentation in
pregnancy, we present this case to provoke
further thus improve
management in the adult patient.

peculiar

research and
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Induction of labor was attempted
CASE PRESENTATION unsuccessfully  necessitating  caesarean

A 28-year-old primigravida at 33 weeks
gestation presented to her antenatal clinic
with a 2-day history of bilateral lower limb
swelling, facial puffiness and epigastric
pain. Her past medical, and family and
social history were unremarkable. On
examination she was noted to have facial
puffiness, bipedal edema and an elevated
blood pressure of 163/113 mmHg. Systemic
examination was unremarkable except for a
gravid abdomen with a regular fetal heart
rate. Urinalysis revealed red cells (4+) with
proteinuria (3+) and her renal function tests
were remarkable for mild elevation in
creatinine (96 pmol/L against a reference of
39-91 pumol/L). She was subsequently
referred for admission with a working
diagnosis of severe pre—eclampsia and
started on Methyldopa and Nifedipine.

delivery 2 days after admission. Intra-
operatively, following successful delivery of
the fetus, the patient was noted to have a left
upper quadrant retroperitoneal mass that
was not explored further. Post-operatively,
she had better control of her blood pressure
on the antihypertensives. However, she was
noted to have persistent left flank pain with
minimal relief on analgesia. On examination
she had a bimanually palpable, firm and
tender left upper quadrant mass that on
ultrasound was identified as a homogenous
mass lesion on the left kidney. A CT scan of
the abdomen revealed a large well-defined
soft tissue mass arising from the left kidney
that measured 21.8x20.6x14.7cm
showed poor heterogenous contrast

and

enhancement. There were no radiological
signs of metastasis. A hemogram done noted
normocytic normochromic anemia with a
hemoglobin of

6.5g/dl.

Figure 1- Axial CT scan of the abdomen showing a soft tissue mass arising from the left kidney
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A diagnosis of probable renal cell carcinoma
was entertained, and the patient was
optimized for surgery. Six (6) days post
caesarean delivery she underwent left
radical nephrectomy via trans-peritoneal
approach; no overt signs of metastasis were
noted. She was discharged with her
newborn ten (10) days later after an
uneventful post-operative period.

At histology, the nephrectomy specimen
measured 210 x 190 x 120mm and weighed
2345g. It had prominent vascularity on the
external surface and cut sections showed
fleshy encephaloid lobulated architecture
with marked haemorrhoids and necrosis.
There was an eccentrically located residual
kidney 70 x 40mm with a clearly defined
capsule, cortex and medulla. No intramural

thrombi were noted within the hilar blood
vessels and the ureter was unremarkable.
Microscopy revealed a well circumscribed
but unencapsulated tumor comprising of
abundant undifferentiated blastema, diffuse
pattern. Tumor cells were densely packed
primitive small blue cells with scanty
cytoplasm and overlapping nuclei with
finely  dispersed = chromatin,  scanty

fibroblast-like  stroma and  epithelial

elements that comprise of abortive tubules.
There was no heterologous epithelial and
stromal elements, no anaplasia, and no
tumour was seen in the capsule or perirenal
fat. Morphologic features were thus noted to
be consistent with Wilms’ tumour (stage
pT2).

Figure 2 - The neoplasm is composed of small, round-to-oval cells with hyperchromatic nuclei and
scanty cytoplasm. The blastema component is composed of cells forming solid clusters whereas
the primitive epithelial component is composed of cells forming tubular structures
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The patient was subsequently referred for
oncological review and further management
but opted not to have chemotherapy. She
remains on surgical follow-up.

DISCUSSION

Wilms’ tumour is the most common primary
malignant renal tumour in children, and one
of the commonest childhood solid organ
tumours'?3. It accounts for about 6% of
paediatric malignancies with a median age
at presentation 3 to 4 years®;, 90% of children
are diagnosed before the age of 7 years*. A
population-based  registry  study on
childhood cancers (up to 19 years of age)
across different countries and economies
noted that renal tumours are more common
in children younger than 5 years with
decreasing relative frequency in the older
age groups. Including other embryonal
tumours, Wilms” tumour occurs primarily in
childrend. It is extremely rare in adolescents
and adults with up to 300 cases reported in
literature as of 20044. Furthermore, there are
very limited cases of Wilms' tumor in
pregnancy with only 9 cases reported to
date>®.

Wilms” tumor arises from abnormal
proliferation of metanephric blastema
without differentiation into glomeruli and
tubules®. At histology there is no difference
between adult and childhood Wilms’ tumor;
both  characteristically  have
histology with variable components of
blastemal, epithelial, stromal
structures?. As was in our case, blastemal
component is usually predominant in adult
Wilms’ tumor, and is associated with more
aggressive disease’.

As in our case, the diagnosis of Wilms’
tumor in adults is usually unexpected being
confirmed at histology following
nephrectomy for suspected renal
carcinoma which is much more common in
adults®®.  Preoperatively, diagnosis is
difficult as there is no typical clinical

triphasic

and

cell

presentation or radiographic signs that
distinguish it from the more common renal
cell carcinoma® Core needle biopsy has
been discouraged in some literature as
wrong diagnosis is likely due to patchy
distribution of the components’.
Criteria for diagnosis of adult Wilms’
tumour was defined by Kilton et al:
a) Primary renal neoplasm
b) Primitive blastematous spindle or
round cell component
c) Formation of abortive or embryonal
tubular or glomeruloid structures
d) No area of tumour diagnostic of
hypernephroma (renal cell
carcinoma)
e) Pictorial confirmation of histology
f) Age>15years
As in our case, adult patients tend to
present with flank pain and hematuria as
opposed to palpable boggy abdominal mass
in children’®. Pain has been described as the
most common presentation in pregnancy®.
Adult patients also tend to present with

more advanced disease with worse
prognosis’.
As adult Wilms" tumour 1is rare,

randomised trials cannot be conducted.
Consequently, results of randomised trials
with childhood Wilms’ tumour have been
extrapolated, with paediatric treatment
guidelines being used in adult patients's.
These are the National Wilms’" Tumour
Study Group (NWTSG), the
International Society of Pediatric Oncology
(SIOP) protocols. NWTSG recommends
primary surgery before administration of
chemotherapy; SIOP
administration ~ of  four
chemotherapy prior to surgery?. Wilms’
tumour is both chemo- and radiosensitive
and treatment is invariably multimodal2.
These  multidisciplinary =~ management
models have resulted in improved survival
in children from less than 30% to more than
90%?2. This has been proposed to show
promise when applied to adult patients®.

and

advocates
weeks of
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Radical nephrectomy is the standard of care
for  resectable  disease, = with  the
transperitoneal route preferred to provide
adequate exposure for complete staging?.
This is combined with chemotherapy with
or without radiotherapy depending on stage
of the disease.

Long-term follow-up is crucial to monitor
for recurrence and drug toxicity'2. Despite
opting not to have further treatment, our
patient remains on surgical follow-up.

CONCLUSION

Wilms’ tumor is both a diagnostic and
challenge in adults, with
management relying on existing protocols
for children. On account of its peculiar
presentation, and its
pregnancy, we present this case to provoke
further thus
management in the adult patient.

treatment

presentation  in

research and improve
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