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and Review of the Literature

Soft tissue sarcomas constitute a heterogeneous group of neoplasms of
various histologies and comprise less than one per cent of all adult malig-
nancies. They occur at all anatomic body sites, and about 10%-20% of soft
tissue sarcomas arise from the retroperitoneum. LeiomyosarcomaQ, a rare
malignancy of smooth muscle, represents 10%-37% of all soft tissue sar-
comas arising in the retroperitoneum. Retroperitoneal leiomyosarcoma
occurs most commonly in the fifth to seventh decades. There has no
known predilection for race or gender. The most common clinical picture
at presentation in reported cases includes back pain, weight loss, and in-
crease abdominal girth. Complete surgical resection is the treatment of
choice. Adjuvant therapy with radiation is commonly recommended for
patient with high-grade resected tumors. The benefits of adjuvant chemo-
therapy remain controversial. Treatment of this rare neoplasm is compli-
cated by the large size of the tumor at diagnosis and frequent presence of
metastases; therefore, prognosis is poor. Herein, we present a 68-year-old
woman with increasing abdominal girth, intermittent abdominal discom-
fort, a palpable abdominal mass, and a 6 kg weight loss over 2 months.
Computed tomography of the abdomen disclosed a huge retroperitoneal
tumor. Leiomyosarcoma was proved after surgery. Then, she has received
radiotherapy. She is currently alive 5 months after diagnosis without
recurrence or metastasis.
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arcomas are rare malignant tumors that arise from

mesenchymal tissue at any body site. They repre-
sented only 0.64 percent of all new cancers in United
States in 2006." Ten to twenty percent of soft tissue
sarcomas occur in the retroperitoneum.” In a popula-
tion-based series reported in the Surveillance, Epide-
miology, and End Results (SEER) database, the aver-
age annual incidence of retroperitoneal sarcomas was
approximately 2.7 cases per million population.’
Leiomyosarcoma, liposarcoma, and fibrosarcoma are
the most common histologic types of retroperitoneal
sarcomas.”® The retroperitoneum provides a widely
expansible anatomic location for tumors arising there,

and these tumors often become very large before
symptoms manifest.® The median size at diagnosis is
approximately 15 cm.® Complete tumor resection is
the treatment of choice but is rarely feasible due to in-
vasion of adjacent structures by tumors,’ and is per-
haps the most important factor in survival outcome.”'°
Although adjuvant radiotherapy is associated with a
reduced risk of local recurrence, there has generally
been no suggestion of an impact on survival. Adjuvant
chemotherapy has shown no significant benefits. Be-
sides surgical treatment, another key factor related to
prognosis is the grade of the tumor. We report a
woman with a huge retroperitoneal leiomyosarcoma.
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Case Report

A 68-year-old married female was in good health
until 2007, when she was admitted to our department
with a 2- month history of increasing abdominal girth,
intermittent abdominal discomfort, a palpable abdom-
inal mass, and a 6 kg weight loss. Physical examina-
tion revealed a 15cm palpable mass over the left mid-
dle portion of the abdomen. KUB revealed a displaced
transverse colon and a soft tissue density in the left
middle portion of the abdomen. Computed tomogra-
phy (CT) of the abdomen also revealed an approxi-
mately 14 x 12 x 10 cm heterogeneous, retroperioneal
mass with contrast enhancement, which did not enve-
lope any major organ or vessel, and calcification (Fig.
1). She underwent an exploratory laparotomy with re-
section of a 430 gm retroperitoneal mass. The tumor
was not attached to the duodenum and other great ves-
sels. Pathologic examination revealed a high-grade
leiomyosarcoma with high cellularity, spindle-shaped
stromal cells arranged in fascicles, about 20 mitoses
per 10 HPF, focal myxoid degeneration, necrosis, and
some pleomorphic nuclei in the tumor cells (Fig. 2).
The spindle tumor cells exhibited positive staining for
HHF-35, and negative staining for CD-117, CD-34
and S-100. The patient received adjuvant radiother-
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Fig. 1. Abdominal CT showing a bulky heterogeneous
retroperitoneal tumor.

Fig. 2. Representative field of leiomyosarcoma with high
cellularity, spindle-shaped stromal cells, and
mitoses (H & E stain, x 100).

apy at 5400 CGY. She is currently alive 5 months after
diagnosis without recurrence or metastasis.

Discussion

Leiomyosarcomas are rare tumors that may arise
from any smooth muscle source. They are reported to
represent 10%-37% of all soft tissue sarcomas arising
in the retroperitoneum.''"'* Retroperitoneal leiomyo-
sarcoma occurs most commonly in the fifth to seventh
decade.”’ The age of our patient is consistent with
previous reports. In Todd et al’s report, the patients’
ages at presentation ranged from 46-73 years, with a
mean age of 61.4. However, there is no known predi-
lection for race or gender.®

Retroperitoneal tumors typically have vague pre-
senting 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 pic-
ture of retroperitoneal sarcoma cases at presentation
includes back pain and weight loss (37.5% of patients
with either symptom), with fatigue (25%), increased
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abdominal girth (12.5%), and fever or night sweats
(12.5%) also noted.® These patients exhibited symp-
toms for an average 3.5 months before presentation.
Twenty-five percent of patients had masses discov-
ered incidentally during routine examination or ab-
dominal surgery (cholecystectomy). The studies of
Cody et al and Braasch et al both reported abdominal
pain and weight loss were the most common symp-
toms.*!* The clinical presentation of our case was
consistent with these reports.

The diagnosis of retroperitoneal tumor is aided by
imaging studies which contribute greatly to delineat-
ing 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.® A leiomyosarcoma on CT and magnetic
resonance imaging is typically a nonfatty, irregularly
marginated, heterogeneous mass without calcifica-
tion. Ultrasound and angiography may be useful in
delineating tumor vessels or vascular infiltration if
these are suspected from other studies.'*'?

Surgery is the main treatment factor in the out-
come of retroperitoneal leiomyosarcoma.®’!'* Com-
plete surgical resection with at least 3 cm margins is
the treatment of choice but is rarely feasible due to in-
vasion 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 margins.'* 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 impor-
tant factors influencing the survival of patients.®'® Cu-
rative surgery is difficult with large retroperitoneal
sarcomas and those in close proximity to vital struc-
tures and involving adjacent organs.’ The rate of com-
plete resection has varied in the literature from 38% to
95%.>*16!% Lipoarcoma, leiomyosarcoma and malig-
nant fibrous histiocytoma represented 66% of the tu-
mors in Stoeckle et al’s review of 165 cases of retro-
peritoneal sarcoma. Complete excision was achieved
in 94 of 145 patients who had no metastasis. The actu-
arial overall 5-year rate was 46%. The main prognos-
tic factors for survival were initial metastasis and sur-
gery.® Aggressive surgery remains mandatory in re-
troperitoneal leiomyosarcoma.

There are few studies offering evidence of effec-
tive radiotherapy for retroperitoneal leiomyosarcoma.
In nonrandomized retrospective series, the addition of
adjuvant radiotherapy after surgical resection is asso-
ciated with a reduced risk of local recurrence, and a
longer recurrence-free interval, but there has gener-
ally been no suggestion of an impact on sur
vival.>%121920 Qyarvar et al reviewed 225 patients with
nonvisceral soft tissue leiomyosarcomas, and there
was no significant difference between complete surgi-
cal resection with or without adjuvant radiotherapy in
the long-term prognosis. Multivariate analysis of the
cases showed that a higher grade malignancy, large tu-
mors, 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 survival.?!

With the exception of childhood soft tissue sarco-
mas such as rhabdomyosarcoma and extraskeletal
Ewing’s sarcoma,”>* the benefits of adjuvant chemo-
therapy for soft tissue sarcoma remain controversial.
The use of adjuvant chemotherapy following surgical
resection for retroperitoneal leiomyosarcoma is not a
standard approach.®** Singer et al’s study of a series
of 183 patients with truncal or retroperitoneal sarco-
mas suggests a poor outcome (3 to 4.6-fold increase in
the risk of death) for patients who received either pre-
operative or postoperative chemotherapy.?*

The prognosis of retroperitoneal leiomyosarcoma
varies significantly according to the grade of the tu-
mor. In Bautista et al’s retrospective review of 23 pa-
tients with retroperitoneal sarcomas, liposarcomas
were the most common pathology (61%) and leio-
myosarcomas were second (30%).” Low-grade sarco-
mas overall accounted for 62 per cent of the total
group. Low-grade tumors independent of the his-
tologic type exhibited good prognosis for long-term
survival with a median survival of 44 months. In con-
trast, intermediate- or high-grade tumors were associ-
ated with a median survival of only 9 months (P <
0.02). Tumor grade was identified as an important
prognostic factor with low-grade retroperitoneal sar-
comas being associated with significantly longer me-
dian survival times. Liposarcomas were associated
with a median survival time of 33 months and leio-
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myosarcomas 24 months. The tumor histologic type

independent of grade did not show a significant sur-

vival difference. In many other studies, the histologic
type independent of tumor grade was not shown to be
important for prognostic evaluation.®!'*?* In Stoeckle
et al’s study, 84% of the tumors (165 cases) were high
or intermediate grade. There was no significant sur-
vival difference between different histologic type tu-
mors. A high grade affected local recurrence, meta-
static recurrence, and survival.®
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