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Abstract

A 56-year-old male visited a local physician with intermittent abdominal pain. Ultrasonography revealed a mass of about 6cm
arising from bowel and the patient was referred to our hospital. Clinically, a freely mobile mass was palpable in the right para-
umbilical region. Ultrasound-guided fine-needle aspiration cytology (FNAC) showed features of a spindle cell tumor. On
abdominal computed tomography, a tumor measuring 7x10x6cm in the right anterior para-renal space with uneven contrast-
enhanced effects was recognized displacing duodenum and inferior vena cava and encasing the aorta at L2 level. A diagnosis
of retroperitoneal tumor was made, and surgery was performed. Histopathological examination revealed myxoid areas with
pleomorphic stellate and spindle cells. The nucleoli were pleomorphic and hyperchromatic with prominent nucleoli. Many
branching vessels were seen throughout with bizarre multinucleate giant cells. Features were consistent with high-grade
myxofibrosarcoma.

Retroperitoneal sarcomas represent 0.1% of all
malignancies. Population estimates place the yearly

incidence at 2.7 cases per million people1. The most
common histology is liposarcoma, followed by
leiomyosarcoma. Other rare subtypes include ?brosarcoma
and malignant peripheral nerve sheath tumors. First
described in 1977, myxofibrosarcoma is one of the rare
sarcoma subtypes affecting mainly the extremities and skin.
The largest study of 75 cases of myxofibrosarcoma was
taken up by Mentzel et al. with only 2 of those in the

retroperitoneum2. Another case report of a retroperitoneal
myxofibrosarcoma is by Takeuchi et al. of Ohashi Hospital
Japan, making retroperitoneal myxofibrosarcoma one of the
rare tumors.

CASE REPORT

A 56-year-old male presented with history of intermittent
abdominal pain since 4 months for which he consulted a
local physician. Ultrasonography revealed a mass of about
6cm arising from bowel and the patient was referred to our
hospital. There was no history of weight loss or altered
bowel habits and all routine blood investigations were
unremarkable. Clinically, a freely mobile mass was palpable
in the right para-umbilical region which did not move with
respiration. On abdominal computed tomography, a tumor
measuring 7x10x6cm in the right anterior para-renal space
with uneven contrast-enhanced effects was recognized

displacing duodenum and inferior vena cava and encasing
the aorta at L2 level (Fig. 1, 2). CT also revealed prostatic
median lobe hypertrophy and bilateral renal simple cysts
Ultrasound-guided fine-needle aspiration cytology (FNAC)
showed features of a spindle cell tumor.

A diagnosis of a retroperitoneal tumor was made, and
surgery was performed.

Histopathological examination: Cut section showed grey-
white firm and soft yellow areas with vague nodular pattern
at places. Microscopy showed myxoid areas with
pleomorphic stellate and spindle cells. The nucleoli were
pleomorphic and hyperchromatic with prominent nucleoli.
Many branching vessels were seen throughout with bizarre
multinucleate giant cells (Fig. 5, 6) Features were consistent
with high-grade myxofibrosarcoma.

There were no additional complications after the operation
and the patient was discharged after one week of operation.
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Figure 1

Fig. 1: CT picture of retroperitoneal tumor

Figure 2

Fig. 2: CT picture of retroperitoneal tumor

Figure 3

Fig. 3: Intra-operative finding: Tumor encasing the inferior
vena cava

Figure 4

Fig. 4: Specimen of retroperitoneal tumor
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Figure 5

Fig. 5: Histopathology showing myxoid areas with
pleomorphic stellate and spindle cells (hematoxylin and
eosin, 15x)

Figure 6

Fig. 6: Histopathology showing branching vessels with
bizarre multinucleate giant cells (hematoxylin and eosin,
75x)

DISCUSSION

Retroperitoneal sarcomas are rare tumors with the most
common histology being liposarcoma (61%), followed by

leiomyosarcoma (30%)3 and other rare varieties like
fibrosarcoma and peripheral nerve sheath tumors.

Retroperitoneal tumors typically have vague presenting
symptoms. These tumors are provided with a well-
concealed, widely expansible area, leading to the
development of large masses with local and distant
metastases before the patient becomes symptomatic. Todd et
al. reported that the most common clinical picture of

retroperitoneal sarcoma cases at presentation includes back
pain and weight loss (37.5% of patients with either
symptom), with fatigue (25%), increased abdominal girth

(12.5%), and fever or night sweats (12.5%) also noted.4

These patients exhibited symptoms for an average 3.5
months before presentation. Twenty-five percent of patients
have masses discovered incidentally during routine
examination or abdominal surgery (cholecystectomy). The
studies of Cody et al. and Braasch et al. both reported
abdominal pain and weight loss were the most common

symptoms5,6.

The diagnosis of retroperitoneal tumor is aided by imaging
studies which contribute greatly to delineating the size,
location, and character of a mass. Todd et al. pointed out that
CT was the preferred method for evaluation of a known

mass prior to exploratory laparotomy.4 A myxofibrosarcoma
on CT and magnetic resonance imaging typically has uneven
contrast-enhanced effects with both solid and cystic
components.

The myxoid variant of malignant fibrous histiocytoma,
introduced by Weiss and Enzinger in 1977, is not of true
histiocytic origin and, increasingly, the term histiocytoma
seems unjustified in the light of modern histopathology

studies7. The Scandinavian authors, who have contributed
most of the limited work published to date, instead used the
term myxofibrosarcoma, which highlights the myxoid matrix
and implies fibroblastic origin.

Myxofibrosarcoma, also often known as the myxoid variant
of MFH, is one of the most common sarcomas in the
extremities of elderly people and occurs more frequently in

dermal and subcutaneous tissues than in deeper tissues7.
Deeper structure locations are very rare and tend to be more
aggressive. Atypical locations are thorax, retroperitoneum

and pelvis2. Grossly, the tumor usually consists of multiple
gelatinous nodules composed histologically of noncohesive,
mostly fusiform but also round or stellate tumor cells.
Characteristic morphologic features important in diagnosis
are a prominent vascular pattern of curvilinear small
capillaries with perivascular tumor cell accentuation and a

striking inflammatory infiltrate9.

The tendency of myxofibrosarcoma to be of progressively
higher grade in recurrences by becoming gradually more
cellular, more pleomorphic, more mitotically active, and
more necrotic seems to be a distinctive feature and is in
contrast to most other sarcomas.
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Surgical resection remains the mainstay of treatment for
retroperitoneal sarcoma with resection rates ranging from

54-88% in several case series9. Complete surgical resection
with at least 3cm margins is the treatment of choice but is
rarely feasible due to invasion of adjacent structures by the
tumor. Erzen et al. pointed out that some tumors might need
to be resected en bloc with adjacent structures in order to

obtain free margins11. In that report, at least one organ was
resected completely or partially in 118 patients. The most
frequent organ resected was the bowel. The feasibility of
complete resection is one of the important factors
influencing the survival of patients.

Curative surgery is difficult with large retroperitoneal
sarcomas and those in close proximity to vital structures and
involving adjacent organs. The rate of complete resection

has varied in the literature from 38% to 95%12. Liposarcoma,
leiomyosarcoma and malignant fibrous histiocytoma
represented 66% of the tumors in a review of 165 cases of
retroperitoneal sarcoma by Stoeckle et al. Complete excision
was achieved in 94 of 145 patients who had no metastasis.
Aggressive surgery remains mandatory in retroperitoneal
sarcoma. Despite these efforts, local recurrence is common.

The actuarial overall 5-year rate was 46%12. Prognosis is

largely related to the attainment of clear surgical margins13

and to the degree of differentiation of the sarcoma at the
time of presentation. Multivariate analysis of the cases
showed that a higher grade malignancy, large tumors, and
deep tumors were correlated significantly with decreased
metastasis-free survival. Inadequate local treatment was
correlated with local recurrence, and a high grade of

malignancy was correlated with decreased overall survival14.

With the exception of childhood soft-tissue sarcomas such as
rhabdomyosarcoma and extraskeletal Ewing’s sarcoma, the

benefits of adjuvant chemotherapy for soft-tissue sarcoma
remain controversial. A study of a series of 183 patients with
truncal or retroperitoneal sarcomas by Singer et al. suggests
a poor outcome (3 to 4.6-fold increase in the risk of death)
for patients who received either preoperative or

postoperative chemotherapy15.

In a retrospective review of 23 patients with retroperitoneal
sarcomas by Bautista et al., liposarcomas were the most
common pathology (61%) and leiomyosarcomas were
second (30%). Low-grade sarcomas overall accounted for 62
per cent of the total group. Low-grade tumors independent of
the histologic type exhibited good prognosis for long-term
survival with a median survival of 44 months. In contrast,
intermediate- or high-grade tumors were associated with a
median survival of only 9 months (P < 0.02). Tumor grade
was identified as an important prognostic factor with low-
grade retroperitoneal sarcomas being associated with
significantly longer median survival times. Liposarcomas
were associated with a median survival time of 33 months
and leiomyosarcomas with 24 months.

The histologic tumor type, independent of grade, did not
show a significant survival difference. In many other studies,
the histologic type, independent of tumor grade, was not
shown to be important for prognostic evaluation.

In the study by Stoeckle et al., 84% of the tumors (165
cases) were high or intermediate grade. There was no
significant survival difference between different histologic
type tumors. A high grade affected local recurrence,
metastatic recurrence, and survival.
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