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A CASE OF RETROPERITONEAL MALIGNANT PERIPHERAL NERVE
SHEATH TUMOR IN A PATIENT WITH NEUROFIBROMATOSIS 1

Tetsuya Miura, Yuji Yamapa, Mototsugu MURAMAKI,
Kazushi TaNaka, Isao Hara and Masato Fujisawa

The Division of Urology, Department of Organs Therapeutics, Faculty of Medicine,
Kobe University Graduate School of Medicine

We report a case of retroperitoneal malignant peripheral nerve sheath tumor (MPNST) in a
patient with neurofibromatosis 1. A 42-year-old woman was admitted because of a palpable left
abdominal mass. Her mother, son, and daughter had neurofibromatosis 1. Computed tomography
and magnetic resonance imaging revealed a 73X76 mm retroperitoneal mass. We performed
complete resection of the tumor, confirming the margin status by frozen section examination
intraoperatively. The histopathological examination revealed MPNST. Although no further
therapy was performed, she is alive with no evidence of disease 11 months after surgery.

(Hinyokika Kiyo 52 : 207-209, 2006)
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Fig. 1. Enhanced abdominal CT revealed a
retroperitoneal tumor, which is not
enhanced, but whose peripheral portion is
enhanced.
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Fig. 2. MRI T2-weighted image. Heteroge-
neously mixed low intensity in the high
intensity tumor.

Fig. 3. Cut section of the tumor shows prominent
hemorrhage and necrosis.

PO DB D EERRIZED 2o /2. BE MRI
(Fig. 2) ; EEXEMERI T1 SMAE G TIRES, T2 #RA
ERICTAY—2BETEE L.

DB & 0 R EVERES, & DT L, 20044 4
A | B4R AT & 51T L7z,

FARAT R - LIEERIE A E0BR I CTREMAYIC R IRRREE 1
BE L7, BEEBESS L UM & SREICRE L,
L3-4 LNV e L4-5 LAOVHE TRIRICHERIZE 2 S
BHEROMBAH Y, MREEEOERE THLZ L L
L7z AR T E 2 A TEBIE % JERE
R UEESREDZ &I LAERD) 2, BT
L7,

FREAR (Fig. 3) : K& & 11XTX5 cm D#E#kD
JEE T, HBERIHLPTIR 2D o7, SHETIRENR
f, KA®BLY2L, HBERRS, M- 5%,
% 27z,

FEAGEATR (Fig. 4) © BB IIMHTAMEY &
ZBHEETHY, THAUNLZEREISHL -7 Mia%
FEIIHIEIR DB A TR & ¥ 58RO & MRS

@

/)l' 3
L % 5 5
(®)

Fig. 4. (a) Less cellular areas. The nuclei of
spindle cells is wavy, and exhibit
moderate variation in size and shape.
(b) Densely cellular areas. The spindle
cells have bizarre nuclei and mitotic
figures.
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Table 1. Comparison of MPNST at different sites
Location No. of cases Recurrence (%) Metastasis (%) 5-year survival (%)
All sites 134 43 40 52
Lower extremity/buttock 43 40 63 39
Paraspinal 25 65 68 16
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