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Abstract Case Report |

Rectal leiomyosarcoma is a very rare tumor with a poor prognosis. We report the clinical case of a 45-year-old patient
who presented with an externally palpable mass during defecation, accompanied by mild rectal bleeding. Colonoscopy
revealed an ulcerated, budding, hemorrhagic, semi-circumferential rectal tumor. An anatomopathological examination
with immunohistochemical study confirmed the diagnosis of leiomyosarcoma. The staging showed multiple secondary
liver lesions. The case was discussed in a multidisciplinary meeting, and the decision was made to initiate first-line
chemotherapy. However, the patient passed away before the treatment could commence.
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INTRODUCTION

Leiomyosarcomas are mesenchymal tumors
that arise from smooth muscle fibers. Leiomyosarcoma
of the rectum is a rare entity, accounting for less than
0.1% of all malignant rectal tumors [1, 2]. Only a few
studies with long-term follow-up data are available
regarding the optimal treatment of rectal
leiomyosarcoma. Prognostic factors related to tumor
progression and patient survival are not well known.
Due to its uncommon location, we add another case of
metastatic rectal leiomyosarcoma involving the liver to
the literature and review the available data in the
literature.

CASE REPORT

We present the case of a 45-year-old patient
with a history of passive smoking, who presented with
an externally palpable mass during defecation that had
been progressively increasing in size for five months.
The patient also experienced mild rectal bleeding and
exhibited rectal syndrome symptoms (imprint,
tenesmus, and false urges). All these symptoms

occurred in the context of general weakness and
apyrexia. Clinical examination revealed a patient with
poor general condition, with a Karnofsky Performance
Status score of 60, pale mucocutaneous appearance, and
discolored conjunctiva. The patient was malnourished.

Digital rectal examination revealed a tumor
located 0.5 cm from the anal margin, extending over 6
cm (the upper pole was not perceived). The tumor was
ulcerated, budding, non-stenosing, and highly sensitive
to touch. The sphincter tone was preserved. Vaginal
examination revealed a bulge in the posterior wall of
the vagina. No other abnormalities were detected during
the clinical examination. Colonoscopy revealed a
tumorous process located 5 cm from the anal margin,
with an ulcerated, budding, hemorrhagic, semi-
circumferential appearance extending up to 10 cm from
the anal margin, causing narrowing but maintaining
luminal patency. A biopsy was performed.
Histopathological examination revealed a mesenchymal
tumor proliferation consisting of spindle-shaped cells
with a mitotic index of 7 mitoses per 10 high-power
fields (Figure 1).
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Figure 1: mesenchymal spindle cell proli

The cytoplasm appeared pale eosinophilic.
This proliferation was accompanied by abundant
vascularization without notable tumor necrosis. The
tumor infiltrated and ulcerated the mucosa.
Immunohistochemical analysis was conducted using
antibodies against pancytokeratin, desmin, CD34,
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CD117, and S100 protein. Strong cytoplasmic positivity
for desmin was observed in the tumor cells (figure 2).
The antibodies against CD117, CD34, cytokeratin, and
S100 protein were negative (figure 3). The diagnosis of
leiomyosarcoma was established.

Figure 2: intense and diffuse cytoplasmic expression of anti-desmin antibody in tumor cells
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Figure 3: tumor cells not expressing anti-CK (figure A), anti-CD117 (figure B), anti-CD34 (figure C) and anti-
pS100 (figure D) antibodies
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A thoraco-abdominopelvic CT scan revealed a
lesion in the middle and upper rectum, located 5 cm
from the anal margin, budding and measuring 60.5 X
6.3 X 45 mm, spontaneously isodense, heterogeneously
enhanced after contrast agent injection. It is associated
with nodular infiltration of perirectal fat, with a nodule
on the left side located less than 1 mm from the rectal
fascia. Widely necrotic left internal iliac lymph nodes,
with the largest measuring 32 mm in its smallest
dimension. Enlarged liver (hepatic arrow measures 18.7
cm) with fairly well-defined masses, hypodense on
spontaneous contrast and heterogeneously enhanced
after contrast agent injection.

Hepatic MRI was performed to better
characterize the liver lesions. It revealed an enlarged
liver with multiple large right-sided liver lesions, with
the largest measuring 14.74 x 11.14 cm. They are oval-
shaped with hypointensity on T1, hyperintensity on T2,
and heterogeneously enhanced after contrast agent
injection. In our department, multidisciplinary tumor
board meetings for colorectal malignancies have been
established, involving visceral surgeons, medical
oncologists, radiation oncologists, pathologists, and
radiologists. Specific discussions on relevant clinical,
pathological, and imaging data should take place
regularly. The case was discussed in a multidisciplinary
tumor board meeting, and the decision was to initiate
palliative  chemotherapy  with  doxorubicin  and
ifosfamide. However, the patient passed away before
starting the treatment.

DiscussION

Digestive leiomyosarcomas are very rare
tumors. The most common site is the uterus, followed
by the gastrointestinal tract and then the retroperitoneal
region [3]. Anorectal localization remains exceptional,
representing 7% of gastrointestinal leiomyosarcomas
[4]. It was in 1908 that Exner reported the first case of
anorectal leiomyosarcoma. Evans reported 56 cases of
gastrointestinal LMS in 10 years, of which 4 were
located in the rectum [4]. Randleman et al. [4] reported
a series of 22 cases of anorectal leiomyosarcoma over a
period of 35 years, and Walsh et al. [2] reported a series
of 48 cases of ano-rectal leiomyosarcoma over a period
of 31 years. The median age was 65 years, ranging from
24 to 88 years [5]. Common symptoms of rectal
leiomyosarcoma include transit disorders, pelvic pain,
and rectal bleeding [6]. In our case, the patient was
admitted  with an  unusual  symptomatology
characterized by reducible rectal prolapse.

The histology of leiomyosarcoma s
characterized by a dense network of spindle cells with
elongated and blunt nuclei. Hyperchromasia and
nuclear pleomorphism are generally characteristic. The
cytoplasm varies from typically highly eosinophilic to
pale. Necrosis, hemorrhage, and cystic degeneration can
frequently be observed [7]. In immunohistochemical

examination, stains for SMA, desmin, and h-caldesmon
are positive in the vast majority of specimens (>70%),
while stains for CD117, CD34, S-100, and DOG-1 are
negative in leiomyosarcomas [8]. According to the
American Joint Committee on Cancer (AJCC) staging
system for soft tissue sarcomas, histological grade,
tumor size, and tumor depth are three
clinicopathological risk factors for leiomyosarcomas
[9]. Regarding histological grade, the Fédération
Nationale des Centres de Lutte Contre le Cancer
(FNCLCC) distinguishes the grade of malignancy based
on the three factors of differentiation, necrosis, and
mitotic rate [10]. However, the staging of rectal
leiomyosarcoma has not been determined due to its
rarity. Yamamoto et al. [11] reported that tumor size
(>5 cm) was significantly associated with poor
prognosis. They also suggested that tumor depth and
necrotic area could affect the prognosis. Yeh et al. [12]
stated that young age (<50 years) and high histological
grade of the tumor were independent prognostic factors
for rectal leiomyosarcoma.

Hematogenous dissemination is the most
frequent route of spread, and liver metastases represent
the most common cause of death [13]. Lymphatic
metastases are rare and may be found in poorly
differentiated tumors [14]. Due to the rarity of rectal
leiomyosarcoma, only a few case reports and minimal
relevant data could be found in the literature. The
standard treatment for rectal leiomyosarcoma remains
to be determined. Surgery is the fundamental treatment
for rectal leiomyosarcomas, but surgery alone is
insufficient for locally advanced tumors. Radiotherapy
and chemotherapy have been shown to be effective as
perioperative treatment, although their efficacy is not
remarkable [15].

Surgical approaches, including radical surgery
such as anterior resection, abdominoperineal resection,
and local excision, should aim to achieve
macroscopically complete resection and minimal
microscopic positive margins. Radical surgery is
associated with a lower recurrence rate than wide local
excision, must aim to achieve macroscopically
complete resection and minimal microscopic positive
margins. Radical surgery is associated with a lower
recurrence rate than wide local excision, but there was
no difference in overall survival between the two
modalities [15]. In order to maintain local control and
preserve the rectal sphincter, experimental perioperative
radiotherapy for rectal leiomyosarcoma can be
considered an extension of the treatment principles for
rectal cancer and limb sarcomas [16].

Adjuvant chemotherapy may be an option for
high-risk patients. Only two agents, doxorubicin and
ifosfamide, have been confirmed to be effective as first-
line general chemotherapy. In retrospective trials, the
median progression-free survival was approximately 6
months, and overall survival was approximately 12 to
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15 months for patients treated with doxorubicin and
ifosfamide [17]. According to the SARC002 study [18]
the combination of fixed-dose rate infusion of
gemcitabine and docetaxel has been shown to be
effective against pre-treated leiomyosarcomas with
first-line chemotherapy and resulted in median
progression-free survival and overall survival of 6.2 and
17.9 months, respectively.

Garcia-Del-Muro et al. [19] demonstrated the
feasibility and efficacy of a fixed dose of gemcitabine
plus dacarbazine as second-line treatment for
leiomyosarcomas and achieved median progression-free
survival and overall survival of 4.9 and 13.8 months,
respectively, in a randomized phase 11 trial. Trabectedin
has been explored and shown a high rate of disease
control (with progression-free survival rates of 26 to
30% at 6 months), particularly in patients pre-treated
with doxorubicin and ifosfamide [20]. The prognosis of
anorectal leiomyosarcomas is poor. One-year and five-
year overall survival rates are 83% and 46%,
respectively [21].

CONCLUSION

Anorectal LMS is a very rare tumor with a
poor prognosis, especially for metastatic tumors.
Currently, there is limited data available to define an
optimal treatment.
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