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Abstract

Leiomyosarcoma is a rare malignant tumour of the lower limbs. Its differen-
tial histological diagnosis is difficult and is made in the presence of young
scar tissue, leimyoma, dermatofibroma, melanoma, rabdomyosarcoma, sar-
comatoid carcinoma, fibroxantoma, Darrier Ferrand dermatofibrosarcoma
and myofibroblastic tumours. Treatment is essentially surgical, with margins
of 3 to 5 centimetres. We report two observations of tumours localised to the
face, including one case of a known leiomyosarcoma and another case initial-
ly diagnosed as a leiomyosarcoma which turned out to be a cellular myofi-
broma with no sign of malignancy after several readings. The aim of this
work is to review the literature on this pathology while highlighting the diag-
nostic and therapeutic difficulties. Conclusion: A rare smooth muscle tumour
with a high risk of local recurrence in the event of incomplete treatment,
leiomyosarcoma in its dermal component is preferentially located in the head
and neck. Its treatment is exclusively surgical and highly mutilating.
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1. Introduction

Leiomyosarcoma is a rare malignant tumor that can arise from the dermis or
hypodermis. The dermal form may arise from the pilo-arctor muscle, the smooth

muscle of the sweat glands, or the dartros muscle, while the hypodermal form
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arises from the smooth muscle of the wall of cutaneous arterioles and venules
[1]. It occurs predominantly in the lower extremities and rarely in the cephalic
region. Its differential diagnosis with several tumors (myofibroblastic, leiomyo-
ma, young scar tissue...) on standard anatomopathological examination is very
difficult with the help of immunohistochemistry.

We report two cases of facial tumors, one of which was a proven leiomyosar-
coma and the other which was initially diagnosed as a leiomyosarcoma but
turned out to be a cellular myofibroma with no obvious histologic criteria for
malignancy.

The aim of this paper is to review the literature on this condition, highlighting

the diagnostic and therapeutic difficulties involved.

2. Case Report

Patient 1: Mr X, 80 years old, polypathological (diabetes, arterial hyperten-
sion, hypercholesterolemia, alcohol and tobacco abuse), referred from the der-
matology department for management of a leiomyosarcoma of the cheek.
Symptoms began 2 months earlier with the appearance of swelling of the left
cheek requiring biopsy. Histological examination of the biopsy specimen re-
vealed a proliferation of atypical spindle-shaped cells arranged in intersecting
bundles, irregular elongated hyperchromatic nuclei with the presence of mitosis,
elongated cytoplasm with a high number of eosinophils and immunohistoche-
mistry was positive for smooth muscle actin (SMA). A diagnosis of leiomyosar-
coma was made and subsequent excision was recommended. The patient was
referred to us with the following findings: Clinically, a 2.5 cm/1.5cm oval swel-
ling of the left jugal bone, indurated and mobile in relation to the deep plane;
there were no palpable adenopathies, but numerous dyskeratoses of the face
(Figure 1). Paraclinical examination: TAP scan: unremarkable, MRI: tumour
had invaded the peaucier muscle without bony reaction (Figure 2).

An indication for surgery was given after PCR, and we excised the lesion
under GA with a lateral margin of 15 - 20 mm, followed by simultaneous re-

construction of the different anatomical subunits using a frontal flap plus a

Figure 1. Indurated nodular
oval jugular tumefaction.
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Figure 2. MRI appearance of an invasion of the
eyelid muscle whith no bony reaction in front of it.

heteropalpebral flap combined with a Mustard-type flap (Figure 3 and Figure
4). Microscopic examination of the surgical specimen revealed spindle-shaped
cells with rounded nuclei, highly eosinophilic cytoplasm and numerous mitoses.
Immunohistochemistry showed clear positivity of the spindle cells for smooth
muscle actin, desmin and h-caldesmone (Figure 5). The diagnosis of grade 1

leiomyosarcoma was accepted.

Figure 3. Carcinological exeresis
with 20 mm margin laterally.

Figure 4. Reconstruction of the anatomical
units by Frontal, hetero-palpebral and Mus-
tard-types flaps.
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Figure 5. Spindle-shaped cells with rounded nuclei and eosi-
nophilic, cytoplasm with many mitoses Immunohistochemi-
stry spindle cell positivity to smooth muscle actin (AML+).

Aesthetically and functionally, the patient developed an ectropion with lacri-
mation, which was corrected by a Kuntz-Zymanovski flap. The carcinological
evolution was unremarkable with a follow-up of 7 months.

Patient 2: Mrs Y, aged 52, with no medical or surgical history, was referred
from the dermatology department for the management of a well-differentiated
grade 1 leiomyosarcoma of the left nasolabial fold. Initial examination revealed
an indurated scar in the nasolabial fold. Further examination revealed no metas-
tases. Surgical excision was indicated and performed with a 10 mm lateral mar-
gin. Given the difficulty of interpreting deep sections extemporaneously, it was
decided to extend the excision with multiple recuts and secondary reconstruc-
tions after definitive histology. Histology revealed a difficult differential diagno-
sis between scars and persistent lesions of a myofibroblastic tumour. The speci-
men was then sent to the Groupe Francais des Sarcomes, which read it and con-
cluded that it was a cellular myofibroma with no obvious histological criteria for
malignancy. Following this diagnosis, treatment consisted of facial reconstruc-
tion using a kite-shaped nasolabial flap. The patient was followed for 5 years
with no local signs of recurrence.

3. Discussion

Cutaneous leiomyosarcoma is an extremely rare tumor of smooth muscle. A dis-
tinction is made between primary cutaneous leiomyosarcomas (derived directly
from the structures that make up the skin) and metastatic leiomyosarcomas (de-
rived from distant metastases of visceral forms [2]. These leiomyosarcomas
represent 3% of all soft tissue cancers, 7% of all soft tissue sarcomas, and prima-
ry forms represent 2% - 3% of all superficial soft tissue sarcomas [3]. The inci-
dence of these tumors in the Rhone-Alpes region is 8.17% of all sarcomas [4].
They affect patients between 50 and 70 years of age, with a mean age of 60.7
years, and occur, in decreasing order of frequency, on the limbs, trunk, head and

neck, most frequently in areas rich in pilosebaceous follicles. Facial localization
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is uncommon 1.5. In a review of the literature, ANNEST et al found that the
distribution of dermal leiomyosarcoma was as follows: head and neck 48%,
limbs 30%, and trunk 21% [2]. The gender distribution is controversial, but
there is no gender predominance [1] [3] [5]. There are no formally identified
etiologic factors, but certain elements have been implicated in the occurrence of
these tumors, including trauma, ionizing radiation, burns, and sun exposure.
More recently, the role of the Epstein-Barr virus in the development of leiomyo-
sarcoma in immunocompromised individuals has been suggested [1] [6]. Other
authors suggest that lelomyosarcoma originates from multipotent embryonic
cells and may be radiation induced [7].

Clinically, primary cutaneous leiomyosarcoma of the face usually presents as a
single, firm, sometimes painful nodule covered by skin that may be normal, ery-
thematous, umbilicated, crusted, or ulcerated. The evolution of the initial lesion
depends on the histologic type: the dermal form is characterized by a small,
slow-growing nodule rarely exceeding 2 cm in size, whereas the hypodermal
form grows rapidly and extends into the surrounding tissue. The differential di-
agnosis in this area includes basal cell carcinoma, Darrier-Ferrand sarcoma, ep-
idermoid cyst, dermatofibroma, lipoma, neurofibroma, nevus, and benign pa-
pilloma [5] [6]. The case reported by us presents the epidemio-clinical features
described in the literature, but the facial localization seems to be unusual.

The diagnostic certainty of leiomyosarcoma is based on standard anatomopa-
thologic examination coupled with immunohistochemistry. Histology shows a
well-differentiated dermal or dermo-hypodermal tumor composed of a prolife-
ration of spindle-shaped cells with eosinophilic cytoplasm and a cigar-shaped
nucleus. These cells are fasciculated or sometimes palisaded with a variable
number of mitoses [2] [5] [8] [9]. Several benign or malignant pathologies can
be difficult to differentiate from primary cutaneous leiomyosarcoma, including
young scar tissue, leiomyoma, dermatofibroma, rhabdomyosarcoma, melanoma,
sarcomatoid carcinoma, fibroxantoma, Darier-Ferrand dermatofifrosarcoma, and
myofibroblastic tumor [4] [10] [11]. This histologic diagnostic difficulty oc-
curred in our study where a myofibroma was initially diagnosed as cutaneous
leiomyosarcoma. This is where immunohistochemistry comes into play. Classic
immunohistochemistry of cutaneous leiomyosarcoma is positive for vimentin,
desmin, smooth muscle actin, caldesmon and calponin, confirming the muscular
nature of the tumor. It distinguishes leiomyosarcoma and leiomyoma (absence
of mitosis) from myofibroblastic tumors, which are positive for smooth muscle
actin and caldesmone and negative for desmin and calponin [1] [12] [13].

Prognostic factors have been identified: tumor size, 95% survival at 3 years if
the tumor is smaller than 2 cm, 36% survival at 3 years if the tumor is smaller
than 5 cm, and depth of tumor invasion; primary cutaneous leiomyosarcoma is
characterized by local recurrence (30% - 50% for the dermal form and 70% for
the subcutaneous form) and distant metastases, mainly in the subcutaneous
form (lung, liver, bone, brain). Histopronostic factors have been identified, par-

ticularly the number of mitoses, the presence of necrosis, and tumor differentia-
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tion, which allow classification into grades ranging from I to III [3] [12].

The primary treatment for leiomyosarcoma is surgical excision with a 3 - 5 cm
margin. Incomplete excision or excision with inadequate margins results in local
recurrence, increased risk of metastasis, and progression to a fatal outcome. This
wide margin of safety makes the management of this face localized tumor a
challenge. According to Jing-Yi et al, Field and Helwig found local recurrence in
32% of dermal leiomyosarcomas and 47% of subcutaneous leiomyosarcomas [5].
These recurrences usually occur 1 - 5 years after the initial surgery. Metastases
have rarely been described in the dermal form, in contrast to the subcutaneous
form, where the incidence of metastases has been estimated to be 33%. Mohs
micrographic surgery allows tissue preservation with surgical control of excision
margins [3]. This surgery appears to give good results with an estimated recur-
rence rate of 13% compared to 30% - 40% with traditional surgery. Recurrence is
a negative factor in the management of this tumor [6]. Radiotherapy is poorly
defined and can never be used as monotherapy. However, in cases where surgic-
al resection is inadequate or limited and cannot be repeated, radiotherapy is jus-
tified [8]. The role of chemotherapy in the management of these tumors is cur-
rently under debate. According to Zelek, grade II and III leiomyosarcomas de-

serve to be included in trials [14].

4. Conclusions

Primary cutaneous leiomyosarcoma is a rare smooth muscle tumor with a sig-
nificant risk of local recurrence if incompletely treated. Long thought to be rare
in the cephalic extremities, a review of the literature suggests that while the sub-
cutaneous form is more common in the extremities, the dermal component is
more common in the head and neck. Diagnosis is based on histology, always
combined with immunohistochemistry. Treatment is essentially surgical, with
the risk of local recurrence and metastasis if treatment is incomplete or inade-
quate. Given the difficulty of making a definitive diagnosis and the size of the
excision margins (2 - 5 cm), which can cause problems for reconstruction, would
it not be advisable to submit the biopsy specimen to the French Sarcoma Group
prior to any therapeutic procedure in cases of suspected facial leiomyosarcoma?
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