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Abstract

We present a case of primary cutaneous leiomyosarcoma misdiagnosed as a benign tumor. Primary cutaneous
leiomyosarcomas are very difficult to diagnose preoperatively because clinical presentation and imaging studies are
nonspecific and do not allow an adequate differential diagnosis with other skin lesions. Therefore definitive diagnosis
is based on the pathology report. The best treatment consists of complete surgical removal of the lesion with safety
margins. The prognosis is difficult to predict and adjuvant therapy may be helpful in cases of positive or borderline

surgical margins, or metastatic disease.
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Introduction

Leiomyosarcomas (LMS) are uncommon malignant neo-
plasms derived from smooth muscle cells. They can present
in a wide variety of soft tissues and visceral locations such
as the retroperitoneum, gastrointestinal tract, blood vessels,
uterus, subcutaneous tissue and dermis.

Case presentation

A 54-year-old man presented to our department with an
asymptomatic nodule located at left thigh. The patient had no
relevant medical history. Physical examination revealed a 1.5
cm exophytic lesion, well-delimited with an irregular surface
and a firm elastic consistency. There were no signs of skin in-
fection such as warm, erythematosis, edema or tenderness.
There was no history of external injury or infection was pres-
ent. Routine laboratory blood tests were within normal limits.

He underwent surgery with a presumptive diagnosis of
dermatofibroma. Under local infiltration anesthesia, a com-
plete surgical excision of the tumor was performed with safe-
ty margin of 1 cm.

Histological examination revealed a high-grade mesen-
chymal tumor with a nodular growth pattern and an infil-
trative growth pattern up to the upper reticular dermis. It

measured 3 x 2 x 2.2 cm. Negative margins, areas of necrosis,
eosinophilic cytoplasms, pleomorphic nuclei, severe nuclear
atypia and a mitotic index of 20 mitoses per 10 high-power
fields, were also described. Immunohistochemical analysis
revealed that tumor cells stained positive for actin, h-caldes-
mon, desmin and CAM 5.2. Immunohistochemical markers
were negative for $100, CD117, CD 34, CD 10, p63, MIB-1 Y
Phosphohistone-H3. Therefore, the tumor was diagnosed as
a primary cutaneous leiomyosarcoma (Figure 1A-Figure 1E).

Given the pathological results, the multidisciplinary oncol-
ogy team decided to perform re-excision with wide surgical
margins (> 1.5 cm), enlarged to the fascial tissue. Pre-opera-
tive staging computed tomography (CT) scan showed a lytic
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Figure 1: Primary cutaneous leimyosarcoma A) Mesenchymal tumor with a nodular growth pattern and areas of necrosis and hemor-
rhage (original magnification x1), B) and an infiltrative growth pattern up to the upper reticular dermis (original magnification x4). C)
pleomorphic elements (original magnification x20). D) Severe nuclear atypia and high mitotic figures (original magnification x40). E)
Immunohistochemical examination revealed cells stained positive for actin.

lesion in the D11 vertebral body, but Tc-99 radionuclide bone
scan did not show metastatic disease.

Finally, a local re-excision (9 x 5 x 2 cm) was performed to
obtain wider margins under general anesthesia. The patholo-
gy report found no tumor tissue in the sample received. The
postoperative period was uneventful and he was discharged
the day after surgery.

After 5 years of follow-up, the patient remains asymptom-
atic and there is no clinical or radiological sign of recurrent or
metastatic disease.

Discussion

Primary cutaneous leiomyosarcomas (PCL) are an ex-
tremely rare subtype of leiomyosarcomas, which have been
described in small series and case reports. PCL arise from the
arrector pili muscle of the skin and represent 1%-3% of all sar-
comas [1]. They are frequently diagnosed in middle-aged men
[2]. The etiology is unknown, but a history of radiation thera-
py, genetic syndromes, and the Epstein Barr virus may be pre-
disposing factors [3]. PCL present mainly as a solitary, firm,
slow-growing nodule [4]. The clinical presentation is usually
nonspecific or indolent, so it can sometimes be difficult to
distinguish it from other tumors such as dermatofibromas. In
this case, the previous misdiagnosis of the tumor is interest-
ing. Since it can cause a delay in tumor resection that can lead
to oncological progression. Therefore, the definitive diagno-
sis is based on histopathological and immunohistochemical
examinations. There are two growth patterns: Nodular and
diffuse. The first is characterized by high cellularity, nuclear
atypia and mitotic figures. Whereas the diffuse growth pat-
tern is characterized by low cellularity and less mitotic figures

(4].

A preoperative biopsy is a controversial issue, because
small biopsy samples sometimes provide inaccurate results.
We did not perform a biopsy in this case because we thought
it was a benign tumor.

PCL are great mimickers, so differential diagnosis includes
granulomatous lesions, benign soft tissue tumors and ma-
lignant cutaneous tumors [5]. Although the diagnosis of PCL
may be suspected on imaging studies, pre-operative staging
is not usually necessary. However, a CT scan, Magnetic reso-
nance imaging (MRI) or Positron emission tomography (PET)
imaging may be useful to show metastatic disease.

Complete surgical excision with negative margins is the
treatment of choice. Recurrence or metastasis can occur in
tumors with incomplete resection or positive surgical mar-
gins. There are no standard guidelines. However, radiation
and chemotherapy may provide variable outcomes [6].

The malignant potential of PCL is difficult to predict, al-
though small series suggest an intermediate risk of aggressive
behavior. Aneiros-Fernandez, et al. [7] reported a recurrence
rate of 24%, low metastatic potential (4%) and mortality
of 3%. Long-term clinical follow-up with imaging exams is
strongly recommended, given the unpredictable behavior of
PCL and the possibility of late relapses.

In conclusion, a primary cutaneous leiomyosarcoma is an
extraordinary finding, and preoperative diagnosis can be a
challenge. Surgery resection with negative margins seems to
be the only curative treatment. Due to the lack of knowledge
and high-quality evidence, the malignant potential and prog-
nosis of PCL remain unknown. Furthermore, we suggest that
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postoperative long-term follow-up should be mandatory, and
further high-quality studies are needed to understand the be-
havior of these type of sarcomas.
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