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Adult Wilms’ Tumor: A Rare Case Report
Eriskin Wilms Tumori: Nadir Bir Olgu Sunumu
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Abstract T

Wilms' tumor is one of the most common intraabdominal malignancies among children and treatment protocols have been well studied in this
population. The clinical presentation differs between the pediatric and adult populations with adults presenting similar to patients with renal cell
carcinoma. Diagnosis is usually made by surgical pathology as imaging cannot differentiate between Wilms' tumor and other kidney pathologies. In
addition to surgical excision, treatment includes systemic chemotherapy and/or radiation. In this case report, we present a patient who underwent
successful surgical resection of a 29x24x25 cm right-sided Wilms' tumor with subsequent chemotherapy and radiation.

Keywords: Wilms' tumor, Adult Wilms' tumor, Kidney malignancy

Oz T
Wilms tlimori, cocuklar arasinda en yaygin intraabdominal malignitelerden biri olup, bu popiilasyonda tedavi protokoli iyi cahsiimistir. Klinik
gorlinlim cocuk hastalarla yetiskin hastalar arasinda farkhhk gosterir. Yetiskin hastalarin semptom ve bulgulari daha cok renal hiicreli kanser
hastalari gibidir. Tani genellikle cerrahi patoloji ile yapilir, ¢clinki goriintiileme Wilms tlimoriini diger bobrek patolojisinden ayirmaz. Tedavi, cerrahi
eksizyona ek olarak, sistemik kemoterapi ve/veya radyasyon icerir. Bu olgu sunumunda, 29x24x25 cm boyutlarinda sag renal tarafli bir Wilms
tlimoriine, kemoterapi ve radyasyon ile takip eden basarili bir cerrahi rezeksiyon uygulanmis bir hasta sunulmustur.

Anahtar Kelimeler: Wilms tiimordi, Eriskin Wilms tlimori, Bobrek malignitesi

protocols (3). We present a 41-year-old female who presented
with a 29x24x25 cm right-sided Wilms' tumor.

Introduction

Wilms' tumor, also known as nephroblastoma, is a common .
intraabdominal malignancy in young children with most cases Case Presentation

occurring before age 5. The incidence of Wilms' tumor in adults A 41-year-old Caucasian female presented with rapidly

is reported at 0.2 per million per year (1). As opposed to children,
who usually present with a palpable abdominal mass, adults
tend to present with flank pain and hematuria.

Adult Wilms' tumor has well known diagnostic criteria which
include: 1) primary renal neoplasm, 2) presence of primitive
blastemic spindle or round cell component, 3) formation of
abortive tubules or glomerular structures, 4) no area of tumor
diagnostic of renal cell carcinoma, 5) pictorial confirmation of
histology, and 6) patient age >15 years (2). Due to the rarity
of adult Wilms' tumor, the current standard of care regarding
treatment is based on well-developed pediatric treatment

increasing abdominal girth and early satiety with a computed
tomography (CT) scan demonstrating a 29x24x25 cm multicystic,
multiloculated right-sided abdominal mass with extension into
the pelvis (Figure 1). The patient was a non-smoker with a past
medical history of obesity and no prior genitourinary problems.
Past surgical history included laparoscopic hysterectomy and
C-section. Oncologic family history was significant for leukemia
and male breast cancer. Physical exam revealed a non-tender,
protruding mass of the entire right abdomen. A screening
chest CT showed no evidence of metastatic disease. The patient
underwent an exploratory laparotomy with right nephrectomy
and retroperitoneal mass excision. A multiloculated, cystic,
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friable mass arising from the collecting system of the right
kidney was found intraoperatively with minimal invasion into
the surrounding structures. Due to the friability of the tumor,
spillage of cystic fluid occurred. The right ovary was found to be
involved in the mass and was subsequently removed. The patient
had an uneventful postoperative course and was discharge
home on postoperative day 5 without requiring any blood
transfusions. The patient had no major/minor complications
related to the surgical intervention.

Intraoperative gross pathological review of the mass revealed a
large pale solid and cystic mass originating from the right renal
pelvis which was perforating through the lower pole of the right
kidney (Figure 2). Microscopic pathological review revealed
epithelial lined cystic spaces with a primitive population of cells
resembling a cambium layer beneath the epithelium consistent
with favorable histology, stromal predominant Wilms' tumor
(Figure 3). The margins were noted to be positive for tumor and
fluid cytology showed similar stromal predominant malignant-
appearing cells. The right ovary removed during the procedure
demonstrated a serous cystadenoma. Per pediatric staging,
the patient was diagnosed with stage 3 Wilms' tumor due to
positive tumor margins and tumor spillage intraoperatively (4).

Based on the diagnosis of stage 3, favorable histology, Wilms'
tumor, the patient was started on multidrug chemotherapy that
consisted of doxorubicin, dactinomycin, and vincristine. She also
underwent whole abdomen radiation per the COGAREN0532
DD4A protocol set forward by the Children's Oncology Group
which includes the National Wilms'" Tumor Study Group
(NWTS) (5). Repeat CT chest/abdomen/pelvis three months
postoperatively showed no evidence of tumor recurrence.

Written informed consent was completed by this patient.

Discussion

Wilms' tumor is one of the most common intraabdominal
malignancies in pediatric patients, but continues to be a rare
occurrence in adult patients. The presentation between adults
and children is variable. Unlike children who present with a
palpable abdominal mass, adults present with painless hematuria,
weight loss, decreased performance status and flank pain (6).
The diagnosis of Wilms' tumor in adults is almost uniformly
made from surgical pathology. CT imaging is non-specific and
can mimic other forms of benign and malignant renal tumors
including multicystic nephroma, renal cell carcinoma, sarcoma,
liposarcoma, gastrointestinal stromal tumor, and other renal
tumors.

The management and treatment of adult Wilms' tumor is
customarily multimodal and includes surgical, multi-drug
chemotherapy andfor radiation. Treatment protocols are
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Figure 1. Coronal section of computed tomography abdomen demonstrating
large mass arising from right kidney

Figure 2. Gross examination of right sided kidney mass showing obliteration
of lower pole of right kidney

Figure 3. Microscopic specimen depicting stromal predominant wilms tumor
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based on well-studied risk-based regimens developed for the
pediatric population (6). The implementation of this approach
to adult Wilms' tumor has been previously shown to improve
the overall outcome in adult patients (7,8). Involvement of a
pediatric oncologist can be an important step due to familiarity
with such treatment protocols (9). Close monitoring and follow-
up are essential in overall management of patients with adult
Wilms' tumor. Treatment toxicity both from chemotherapy
and radiation tends to be higher in adults (10). Cardiac,
hematological and renal toxicity associated with chemotherapy
is common and should be monitored during treatment. Patients
may also suffer from infertility and secondary malignancies
after radiation therapy (3).

Prior to the utilization of chemotherapy and radiation, the
prognosis of adult Wilms' tumor was poor, with survival rates
ranging from 18-27% (7). Studies found similar overall survival
by both NWTS favorable histology Wilms' tumor when comparing
pediatric and adult patients. For adults specifically, the NWTS
found overall survival at 5 years based on stage of disease to be:
stage 1-100%, stage 2-92%, stage 3-70%, and stage 4-73% (7).
However, other case series have found that outcomes tend to be
poorer for adults regarding overall survival. A recent study by Ali
et al. (11) have found that, when comparing all stages, pediatric
patients had much better 5-year overall survival when compared
to adults. The author attributes this difference in survival to a
combination of inadequate staging, treatment delay, and under
treatment of adults in the general population (11).

Adult Wilms' tumor is a rare disease, in which diagnosis is
dismal prior to the advent of pediatric treatment protocols for
adult patients. The treatment of adult Wilms' tumor involves
multi-drug chemotherapy with or without radiation, and adults
tend to have higher rates of toxicity when compared to the
pediatric population. The prognosis of adult Wilms' tumor has
improved using pediatric protocols, however, in comparison to
pediatric patients, conflicting data on outcomes is present when
assessing the overall survival between the two populations.
Further research is needed regarding treatment and prognosis
of this rare disease process in the adult population.
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