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Case Report

Primary Malignant Fibrous Histiocytoma of the Kidney
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Primary renal malignant fibrous histiocytoma is a rare tumor
of the kidney. It is clinically and radiologically indistin-
guishable from a renal cell carcinoma. Even following radical
surgery, the tumor shows a strong predilection for local
recurrence and the prognosis is generally poor. We report on
a 32-year-old man with malignant fibrous histiocytoma of the
kidney who remained free of recurrence for 1 year after radical
nephrectomy.
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INTRODUCTION

Malignant fibrous histiocytoma (MFH) is the
most common soft tissue sarcoma in adulthood. It
was first described by O'Brien and Stout in 1964."
Typical sites are the extremities (67 - 75%) and the
retroperitoneum (6 - 16%).”* Primary involvement
of the kidney is rare, with only 51 cases having
been reported in the literature.”*"® We report an
additional case of primary renal MFH and review

the literature.

CASE REPORT

A 32-year-old man presented with indigestion,
general weakness, 8-kg weight loss over 1 month,
and a palpable right flank mass for 2 weeks. He
had also experienced occasional nausea and
febrile sensation but denied flank pain, gross
hematuria or voiding difficulty. Physical exami-
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nation revealed a large, fixed, non-tender mass in
the right flank. The hemogram showed an anemia
(hemoglobin 8.3 g/dL; hematocrit 25.1%) and a
raised erythrocyte sedimentation rate (129 mm/
hr). Blood chemistry studies indicated increased
aspartate aminotransferase (51 U/L), alanine ami-
notransferase (94 U/L), and alkaline phosphatase
(326 U/L). Ultrasonography and computerized
tomography of the abdomen revealed a 15 X 16
cm sized, well-demarcated mass with inhomo-
geneous enhancement and central necrosis in the
lower pole of the right kidney (Fig. 1). There were
no involvements of the renal vein, inferior vena
cava or lymphadenopathy. Chest x-ray and bone
scan were normal. On suspicion of a large renal
cell carcinoma, right radical nephrectomy was
performed.

Gross examination of the specimen revealed a
huge, yellowish white, rubbery, 17 x 13 cm sized
mass, with multifocal necrosis in the lower pole
of the kidney, and without perinephric, renal
pelvic or renal vascular invasion (Fig. 2). Histo-
logically, short spindle and epithelioid histiocytic
cells, including multinucleated giant cells, were
densely arranged in a whorl-like pattern (Fig. 3).
Nuclei revealed anaplasia and increased mitoses.
Immunohistochemical staining for CD68 was
positive, while for desmin, it was focally positive.
The staining for 5-100 protein, actin, and pan-
cytokeratin was negative. The microscopic and
immunohistochemical findings thus indicated a
storiform-pleomorphic type of MFIL

After nephrectomy, the levels of erythrocyte
sedimentation rate, aspartate aminotransferase,
alanine aminotransferase, and alkaline phos-
phatase were all normalized. The patient’s con-
dition has remained satisfactory without any
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Fig. 1. CT scan revealing a 15 X 16cm sized, well-
demarcated mass with inhomogeneous enhancement and
central necrosis originating in the lower pole of the right
kidney.

Fig. 2. The sectioned specimen revealed a 17 X 13 cm
sized, yellowish white, rubbery mass with multifocal
necrosis in the lower pole of the kidney.

evidence of recurrence for 1 year after nephrec-
tomy.

DISCUSSION

MFH is a primitive mesenchymal tumor with
some histiocytic and fibroblastic differentiation.””
Although occurring predominantly in the extre-

mities, infrequent primary localizations include
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Fig. 3. Microscopic view of spindle and histiocytic cells,
including multinucleated giant cells, densely arranged in a
whorl-like pattern (H & E, X 100).

the urinary bladder,”” prostate,”* spermatic
cords™ and kidneys.”*"® The latter is a rare MFI
site with, to our knowledge, only 51 cases having
been reported to date.**"*

The histological appearance of MFI is char-
acterized by four subtypes: storiform-pleomor-
phic, giant-cell, myxoid and inflammatory. The
present case also belonged to the storiform-pleo-
morphic type, which is the most common his-
tologic variant.”™

The clinical symptoms of retroperitoneal MFH
are atypical and usually far advanced when symp-
toms arise. Preoperative differentiation from a
renal cell carcinoma is not possible with presently
available clinical and imaging techniques, re-
sulting in the definitive diagnosis of MFH being
histologic. """

In the present case, the increased levels of
aspartate aminotransferase, alanine aminotrans-
ferase, and alkaline phosphatase were all norma-
lized after nephrectomy, possibly due to para-
neoplastic syndrome; however this could not be
confirmed. MFH on the neck is sometimes asso-
ciated with the appearance of hypoglycemia and
hyperinsulinemia, which are remitted following
tumor removal, since the tumor produces an
insulin-like substance.”* However, abnormal liver
function tests, as demonstrated in our case, have
not been previously reported in association with
MFH.

In a review of all 52 renal MFH cases, including

our ow1“1,2’4'18 patients ranged in age from 32-87
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years (mean, 58 years) with our patient being the
youngest recorded. Both sexes were equally af-
fected (28 male, 24 female), as were both kidneys
(24 right, 26 left, 1 bilateral, 1 not informative).
The size of the mass ranged from 5.6-30 cm (mean,
14.9 cm) in longest diameter. The most common
presenting symptoms and signs were abdominal
or flank pain, palpable mass, generalized weak-
ness and weight loss. Hematuria, present only in
2 cases, was 1‘are,8’16 in contrast to being a com-
mon symptom and sign of renal cell carcinoma.
The diagnostic imaging usually included ultraso-
nography and computerized tomography. How-
ever, preoperative differentiation from a renal cell
carcinoma was not possible and treatment was
restricted to either simple or radical nephrectomy
on the suspicion of renal cell carcinoma, as was
the case with our patient.

Radical surgical removal offers the only cura-
tive option. Failure of complete resection of the
tumor results in a poor prognosis. Even follo-
wing radical surgery, the tumor often manifests
local recurrence with subsequent distant metas-
tases, usually involving the lung and lymph
nodeg 2101214

Definitive assessment of the value of adjuvant
chemotherapy and/or radiotherapy is impossible
due to the small number of reported cases’”"
Takashi et al.* reported a patient free of recurrence
for 2 years and 4 months after surgical excision
and adjuvant chemotherapy consisting of cyclo-
phosphamide, vincristine, adriamycin and actino-
mycin D. Papadopoulos and Rudolph® reported a
patient free of recurrence for 1 year after tumor
nephrectomy, radiotherapy and chemotherapy
with doxorubicin and ifosfamide. On the other
hand, Muretto et al.” reported the recurrence of
metastases in multiple sites 17 months after a
patient underwent nephrectomy and adjuvant
chemotherapy with adriamycin, vincristine, cyclo-
phosphamide and dacarbazine. In general, MFIH
seems to be only moderately sensitive to chemo-
therapy and radiotherapy.”*"*"

The prognosis of MFH in retroperitoneal tissues
is generally very poor with a recurrence rate of
more than 50% and a 5-year survival rate of only
14%, most likely due to late diagnosis and difficult
surgical accessibility.”**™* Among 52 reported
renal MFH patients, 13 (25%) died within 1 year

of surgery.M'18 However, the true, one year mor-
tality rate is thought to be even higher because
several reports noted the discovery of metastasis
within several months of surgery but made no
mention of later survival or death. Following the
report by Froehner et al.” that early detection of
local failure and aggressive salvage therapy might
offer the best chance for long-term survival in
selected cases in spite of the poor prognosis, close,
on-going and life-long follow-up is advisable for
patients with renal MFIL
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