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Case Report

Intrapelvic low grade leiomyosarcoma with good prognosis
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Summary
Soft tissue sarcomas (STS) are rare mesenchymal neoplasms arising from nonepithelial connective tissue origins. Retroperitoneal

Soft tissue sarcomas may be primary tumours or metastases especially from the uterus. Here, the authors present a case of intrapelvic
leiomyosarcoma treated with hormonotherapy after surgery. A 40-year-old multiparous woman was admitted to the hospital with ab-
dominal pain. Abdominopelvic ultrasound was performed, and an uncircmuscribed mass was seen in the Douglas pouch. At laparotomy,
a tumour measuring 7 cm in size, appearing as a sarcoma attached to the sigmoid colon serosa was found. The tumour was positive
with H-caldesmon, actin, desmin, oestrogen and progesterone receptors (ER/PR). The patient with a diagnosis of low-grade intrapelvic
leiomyosarcoma received adjuvant hormonotherapy after adjuvant radiotherapy. She is doing well without disease recurrence during a
two-year follow-up period. Despite contradictory data according to recent limited investigations, the present authors suggest that ER and
PR should be routinely quantified in STS by immunohistochemical methods, and it should be kept in mind that hormonotherapy may be
a beneficial option.
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Introduction

Soft tissue sarcomas (STS) are rare mesenchymal neo-
plasms arising from nonepithelial connective tissue origins.
STS are a heterogeneous group of tumours with a wide
range of clinical features, behaviours and prognoses. STS
represent only 1% of human malignancies, and retroperi-
toneal and abdominal/visceral STS account for one-third of
all STS [1]. Retroperitoneal STS may be primary tumours
or metastases especially from the uterus. Indeed, they still
remain a challenging clinical problem. Their tendency for
locally advanced disease at presentation, difficulty to re-
sect with widely clear margins and predilection for local
recurrences contribute to the complexity of their clinical
management. Single-centre series have demonstrated five-
year overall survival rates ranging from 36% to 57% [2, 3].
However, only a few patients are ultimately cured. The mi-
totic rate, presence of atypia and coagulative tumour necro-
sis have been used as criteria, and tumours with such fea-
tures in any combination have a high risk of recurrence
and metastasis. Here, the authors present a case of in-
trapelvic leiomyosarcoma treated with hormonotherapy af-
ter surgery.

Case Report

A 40-year-old multiparous woman was operated for an
endometriotic cyst in 2001. Endometriosis was detected on
the tubal serosa. In May 2008, she was admitted to the hos-
pital with abdominal pain. Abdominopelvic ultrasound was
performed, and an uncircumscribed mass was seen in the
Douglas pouch. Magnetic resonance imaging also revealed

the same findings. The mass was uncircumscribed and
removed (Figure 1A). Total abdominal hysterectomy, bi-
lateral salpingo-oophorectomy and total omentectomy (un-
der suspicion of extra-gastrointestinal stromal tumour) were
performed. At laparotomy, a tumour measuring 7 cm in
size, appearing as a sarcoma attached to the sigmoid colon
serosa was observed. Intraoperative frozen section diag-
nosis was reported as leiomyosarcoma. The foci of en-
dometriosis were also seen on colonic serosal surfaces. Af-
ter the postoperative period, she was discharged from the
hospital as healthy, and routine follow-up appointment was
arranged for her.

The mass consisted of spindle cells. Necrosis and 3 mi-
toses per 50HPF were seen (Figures 1B-G). The tumour in-
volvement was microscopically seen in the omentum and
sigmoid colon serosa. There was only adenomyosis in the
uterus (Figures 2A, B). The tumour was positive with actin,
desmin, oestrogen and progesterone receptors (ER/PR), h-
caldesmon, CD10 (in some cells), WT-1 and negative with
CD117, CD34, s-100 and myoglobin (Figure 3). The fi-
nal diagnosis was low-grade extrauterine leiomyosarcoma.
To evaluate the patient with a suspected spread to distant
organs, the authors arranged appropriate body-scans, and
there was no metastasis.

The patient with a diagnosis of low-grade intrapelvic
leiomyosarcoma received adjuvant hormonotherapy after
adjuvant radiotherapy. After eight months of therapy, the
patient gave up hormonotherapy (based on her own deci-
sion) in consequence of occurring diabetes mellitus. Be-
cause of tumoral expression of ER/PR, megestrol acetate
160 mg/day from the peroral rood was recommended. She
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Figure 1. — A: Uncircumscribed mass in Douglas pouch; B: Cellular findings of the mass; C: Cellular findings of the mass; D: Cellular
findings of the mass; E: Cellular findings of the mass; F: Cellular findings of the mass; 1G: Cellular findings of the mass.

Figure 2. — A: Adenomyosis in the uterus; B: Cellular findings of adenomyosis.

is doing well without disease recurrence during a six-year
follow-up period.

Discussion

Tumour size is considered to be one of the most impor-
tant prognostic factors in STS [4]. The retroperitoneum and
abdominal cavity have such a large capacity that tumours
can grow without exhibiting any symptoms or recognizable
signs in conventional physical examination. This feature,
along with their generally non-invasive and slow growth,
as well as the paucity of symptoms, contributes to a late
presentation and a far-advanced stage at diagnosis. Conse-
quently, STS in the retroperitoneum and abdominal cavity
tend to be relatively large, resulting comparatively in poor
prognoses. However, there is an increasing belief among
some researchers that histologic type and grade indepen-

dently impact the prognosis in STS [4, 5].

Liposarcoma and leiomyosarcoma are the major STS in
the retroperitoneum and abdominal cavity [2]. Liposarco-
mas are larger tumours than leiomyosarcomas, but their bi-
ological malignant potential is also lower. Another point
is that most liposarcomas recur at local sites, and distant
metastases are rare. Thus, aggressive surgical resection
of local recurrence may result in the long-term survival
of patients with retroperitoneal and abdominal liposarco-
mas. Retroperitoneal leiomyosarcomas are more common
at older ages and in women and are usually large, often >
100 mm, when diagnosed. They usually have poor prog-
nosis due to high recurrence and metastatic rates, despite
some- times having relatively low mitotic indices. In one
study, all tumours had at least 3 mitoses ⁄ 10 HPF, and 15
of 17 patients (including all five patients with grade 1 tu-
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Figure 3. — The tumour was positive for oestrogen receptors.

mours) died of tumour or had metastatic disease during a
median follow-up of 3.5 years [6].

The variable outcome of leiomyosarcomas may be re-
lated to different therapeutic approaches: excision, enucle-
ation and curettage or radical surgery have been advocated
as treatment options. After the standard surgical approach,
pelvic radiation therapy was used for adjuvant treatment of
leiomyosarcomas [6]. However, although radiation ther-
apy has been shown to reduce the pelvic relapse rate by
50%, studies have not demonstrated a significant survival
benefit with this approach. No adjuvant chemotherapy has
been shown to improve survival in leiomyosarcomas. In
any case, based on some recent limited data, combinations
of medications such as gemcitabine, docetaxel and trabecte-
din merit further evaluation in prospective trials of adjuvant
treatment [7]. Endocrine therapy may represent an opinion
in chemotherapy or radiation therapy pre-treated patients
with hormone receptor positive tumours. Most extrauter-
ine LMSs have no expression of oestrogen and/or proges-
terone receptors [7, 8]. However, a subset of extrauter-
ine LMSs show positive immunoreactivity for ER and PR.
Hormonotherapymay be beneficial in management of these
subgroups of patients. Despite contradictory data according
to recent limited investigations, the authors suggest that ER
and PR should be routinely quantified in STS by immuno-
histochemical methods, and it should be kept in mind that
hormone therapy may be a beneficial option.
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