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A 3-year-old girl with an extrarenal nephroblastoma arising from the right retroperitoneal
space is described.

She was admitted to ouf hospital with the chief complaint of abdominal pain. On
physical examination, she was found to have a large (12X 10 cm in size), firm and nontender
mass in the right upper quadrant of the abdomen. The mass did not extend beyond the mid-
sagital line. The physical examination did not reveal any particular findings or any congenital
anomalies. Urinalysis and hematological data were within the normal limit. Radiological
examinations including CT scan showed that the solid tumor was related to the right kidney.
Under the diagnosis of right nephroblastoma, 15 xg/kg/day of actinomycin D was given in-
travenously for 5 days from October 18, 1982, The regression rate of the tumor was 78 per-
cent on CT scan after chemotherapy. On November 22, 1982, transperitoneal nephrectomy
was performed through a right paramedian incision. The tumor was found to adhere tightly
to the upper pole of the kidney. The surgical specimen was 76 g in weight. A section of
the surgical specimen showed an extrarenal tumor located completely outside the kidney and
separated from the renal cortex by a thickened renal capsule. Histological diagnosis was
extrarenal nephroblastoma showing renal capsular invasion by epithelial tumor cells. No
teratomatous components were encountered in the tumor. She received chemotherapy with

actinomycin D every 3 months for 2 years after operation. No radiation therapy was admi-



1774 WIRACE 314

105

19854}

nistered. She remains disease-free for 27 months from diagnosis. According to the location

and histopathologic finding of the tumor, it was considered to be of a metanephric origin.

Including our case, 27 cases of extrarenal nephroblastoma were reviewed. Although the

exact origin of this neoplasm is not clear, it is reasonable to presume that the tumor occurs

within the embryologic remains of renal tissue derived from renal anlage, such as mesone-

phros or metanephros.
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ig. 1. Excretory urogram shows a normal left
kidney. The right kidney is seen with
difficulty overlying the lateral border
of the fourth lumbar vertebra. It is
displaced medially and inferiorly.
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Fig. 2. Abdominal CT scan shows a large tumor with necrosis

in the right kidney.
kidney.

It seems to arise from the right

Fig. 3. Abdominal CT scan obtained after chemotherapy with
actinomycin D shows a marked reduction of the tumor
size and the recovery of the right kidney volume.
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Fig. 4. A section of the surgical specimen shows
an extrarenal tumor located completely
outside the kidney and separated from
the renal cortex by a thickened renal
capsule.
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Abortive glomeruli, tubules and dark-staining epithelial

cells are seen in this section. H & E stain, reduced from

% 200.
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An another section from the tumor shows tubular structures
and striated muscular structures. H & I stain, reduced from
x 200.

e

Fig. 7. Thickened renal capsule between renal cortex and tumor

are shown. H & E stain, reduced from x40,
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Fig. A high magnification view of the renal capsule shows capsular
invasion by epithelial tumor cells. H & E stain, reduced from
x 100,
Table 1. Summary of patients with external nephroblastoma in the literature
No. of Pt. Age Sex Location Probable origin Author

1 112 M Left retroperitoneum Mesodermal cell Benzing, 1952 °
2 60 F Retroperitoneum - Fruhling, 1954 °
3 10 M Left and right retroperitoneum Metanephrogenic tissue Kurokawa, 1955 °
4 16 M Left retroperitoneum Metanephrogenic tissue Matsui, 1959 °®
5 16 M Left retroperitoneum Mesonephrogenic tissue Toudoire, 1960 °
6 23 M Left retroperitoneum Mesonephrogenic tissue Toudoire, 1960 °
7 3 F Left posterior mediastinum - Moyson, 1961 *°
8 2 M Left retroperitoneum Primitive pronephros or mesonephros Bhajekar, 1964 °
9 - - - - Bodian, 1964 °
10 3 M Right retroperitoneum = Edelstein, 1965 °
11 1 M Left retroperitoneum % Kunishima, 1965 ®
12 ¥z F Left ovary - Nicod, 1965 °
13 53 N Retroperitoneum - Robinson, 1967 °
14 Newborn Retroperitoneum - Villis, 1967 *°
15 49 F Right retroperitoneum - Yarimizu, 1969 *°
16 7 F Left pelvic space - Wu, 1971 °
17 10 M retroperitoneum = Urano, 1972 ®
18 4%/, M Left retroperitoneum Metanephrogenic tissue Ohkava, 1972 *®
19 3 M Left groin Primitive mesoderm Thompson, 1973 *°
20 44/, F Right inguinal canal Primitive mesoderm Thompson, 1973 *°
21 4 F Right retroperitoneum - Yano, 1975 *®
22 %/yz M Right groin Mesonephric rests Akhtar, 1977 **
23 ] F Left lateral chest wall Primitive mesoderm Madanat, 1978 *7

/12 M Right groin Primitive mesoderm Madanat, 1978>n
24 4/, F Retroperitoneum Metanephrogenic tissue McCauley, 1979 °
25 3/, M Left scrotum Mesonephrogenic tissue Orlowski, 1980 **
26 /s M Left scrotum - Taylor, 1980 **
27 3 F Right retroperitoneum Metanephrogenic tissue Our case 1985

no information available

reported independently by Dr. Akhtar.
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