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Talbe 1 Labolatory data on admission

WBC 5800 /mm?® TP 7.3g/dl
RBC 502 10* /mm? Alb 4.7¢g/dl
Hb 14.0 g/dl T.Bil 0.36 g/dl
Ht 41.1% D.Bil 0.03 g/dl
Plt 24.4X10* /mm® GOT 190
GPT 70
CRP <0.3 mg/dl LDH 310U
ChE 0.88 ApH
Urinalysis: sugar (—) ALP 16.0 KAU
protein (—) T-Chol 198 mg/dl
keton (—) AMY 108 Somogi
BUN 16.1 mg/dl
CEA <1.0ng/ml |Cr 0.5 mg/dl
CA19-9 6.4 U/ml Na 141 mEq/!
a-FP <3.0ng/ml |K 4.3mEq/!
VMA 1.9 mg/day | Cl 104 mEq/!
84 mg/dl

HMA 2.6 mg/day | FBS
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Fig. 1 (a) Multiple café-au-lait spots were seen on the trunk (arrow). (b)
Barium enema examination showed wall irregularity at the left side of the

rectum. (c¢) Pyelogram showed an irregular filling defect in the urinary bladder
and the left ureter.

Fig. 2 Abdominal CT showed a large low density
mass of the retroperitoneum. A tumor developed
from the pelvic cavity and extended to the dorsal
space of the pancreas. A tumor occupied the most
part of the pelvic cavity and involved the urinary
bladder and the rectum.
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Fig. 3 Abdominal MRI demonstrated a retroper-
itoneal tumor continued to a spinal tumor
through the sacral canal (arrow).
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JE# magnetic resonance imaging & (LA,
MRD) : % 2 ~ 4 I8 R AE 256cm OB RIS &
L, BilBERLEC CEBNORIERES & &
o Twiz (Fig. 3).
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Fig. 4 (a) Gross appearance of the resected spi-
nal tumor showed a smooth whitish surface and
elastic soft consistency. (b) Gross appearance of
the retroperitoneal tumor showed a nodular
brownish surface and elastic soft consistency,
measuring 41 X10X5cm by size, 575g by weight.
The cut surface showed an uneven, nodular, and
whitish solid tumor. (c) Microscopic view of the
retroperitoneal tumor shows interlacing bundles
of elongated Schwann cells having wavy nuclei
which are intimately associated with wire-like
collagen fibrils and thick collagen bundles. There
was no evidence of malignancy (H & E, X50).
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Fig. 5 Autoradiograms from Southern blot analy-
sis of DNAs, hybridized with pYZN22, the VNTR
marker of 17pl3 at the locus of the p53 gene,
demonstrated retained constitutional heter-
ozygosity in DNAs from normal (N) tissue,
retroperitoneal tumor (T1) and spinal tumor
(T2) in this patient. Each DNA sample was
digested with an appropriate restriction enzyme
indicated on the above. kb, kilobases.
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Table 2 Malignant tumor complicated with von
Recklinghausen’s disease reported in Japan®

Malignant tumor T‘I ,.”I‘_fl 'I' | Percentage
Malignant schwannoma 158 6.3%
Gastric cancer 14 0.6%
Leiomyosarcoma 10 0.4%
Lung cancer 6 0.2%
Intestinal cancer 6 0.2%
Leukemia 6 0.2%
Myeloma 4 0.2%
Malignant melanoma 3 0.1%
Other carcinoma 8 0.3%
Other sarcoma 6 0.2%
No malignacy 2.292 91.3%

Total 2,513 . 100.0%
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Table 3 Reported cases of retroperitoneal neurofibroma with von Recklinghausen’s disease in a child

in the literatures

. | Prognosis .
Tumor size Pathological
No. Author Year | Age | Sex . Therapy (Length of ‘ : -
& weight Follow-up Period) diagnosis
1 | Pimentel'? 1982 | 9 F 12X 14cm I;:;g;?gfégg Unknown | Neurofibroma
2 | Freud? 1987 | 0 M 8 X10cm Exploratory ‘ Death
laparotomy | (6M) Neurofibroma
3 | Our case 1993 | 9 M 41X 1507>5<g5 cm| Resection No r(%%cl\t/llgence Neurofibroma
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A Huge Retroperitoneal Neurofibroma in a Child with
von Recklinghausen’s Disease

Nobuhiro Suehara, Yasuaki Aoki, Takayasu Itoh,
Eishi Nagai and Hideki Kishikawa
Department of Surgery, Kitakyushu City Wakamatsu Hospital

We report on a 9-year-old boy with von Recklinghausen’s disease who developed a huge retroper-
itoneal tumor continuous with spinal tumors. He had a history of café-au-lait spots and multiple subcuta-
neous tumors on his entire body from birth. He was admitted to our hospital with complaints of anal
prolapse and anal discomfort. A large lower abdominal tumor was detected by palpation. The tumor was
diagnosed as a neurofibroma based on transrectal needle biopsy. CT scan and MRI demonstrated a large
retroperitoneal tumor occupying the pelvic cavity. The tumor communicated with spinal tumors through
the sacral canal, and extended to the dorsal space of the pancreas. First we excised the bilateral caudal
spinal tumors. Laparotomy was performed secondarily. The tumor invaded to the urinary bladder and the
colon along the nervous system and vessels. We resected the tumor together with the sigmoidal colon, but
preserved the lower rectum and the urinary bladder at his parents’ request. The notworthy feature of this
case is the rarity of a huge retroperitoneal tumor in a child with von Recklinghausens disease. Except for
two cases, similar cases have not been reported in the literature.
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