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Nodular lesion in the tongue: a rare case of low grade
myofibroblastic sarcoma
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SUMMARY

Low grade myofibroblastic sarcoma is an atypical myofibroblastic malignant neoplasm that rarely affects the oral
cavity and presents a challenging histological diagnosis. Here we report the case of a 38-year-old woman who had
a nodular and symptomatic lesion on the lateral border of the tongue. After the biopsy, the histopathological analysis
revealed a spindle cell lesion with fascicular and storiform pattern. We performed immunohistochemical analysis
that showed intense labeling for vimentin, smooth muscle actin and moderate labeling for calponin and S-100. We
emphasize the rarity of low grade myofibroblastic sarcoma such as a nodular lesion on the tongue and the need for
accurate diagnosis.
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INTRODUCTION

Low grade myofibroblastic sarcoma (LGMS) is a malignant mesenchymal
neoplasm of myofibroblastic origin that is atypical and rare and mainly
affects the head and neck region (1,2). LGMS can affect individuals in
any age group, with a propensity for males of fourth decade of life and
frequently presents as a painless volume increase (3). Because it is a
myaofibroblast lesion, the diagnosis is relatively difficult, since neoplastic
myofibroblasts present a variable immunophenotype and express both
muscle and myoepithelial markers (4). LGMS usually has a locally
infiltrative-destructive pattern (5,6). Here we report a case of LGMS at
right lateral border of the tongue with unusual clinical presentation, with
emphasis on its clinical-pathological characteristics.

CASE REPORT

A 38-year-old woman, non-smoker, non-alcoholic, sought dental service
due to a painful nodule on her tongue that was present for four months.
The previous medical history did not present contributing information.
Recent biochemical and hematological laboratory tests were within
normal limits. There were no alterations in extraoral examination.
Intraoral evaluation showed a nodular lesion on the right side of the
lateral border of the tongue. The lesion was hardened, reddish and ses-
sile. Although well delimited, it presented with an infiltrative and diffuse
growth pattern (Figure 1). The presumptive clinical diagnosis was oral
squamous cell carcinoma and an incisional biopsy was performed.
Histopathological examination revealed the intense proliferation of
myofibroblasts with fusiform morphology, with vesicular and wavy
nuclei and with condensed chromatin (Figure 2a). These cells were
present either forming discontinuous bundles, sometimes in a storiform
pattern (Figure 2b). Pleomorphism and mitoses were uncommon.
Immunohistochemical analysis showed intense labeling for vimentin and
alpha smooth muscle actin (Figure 2c) and the sample was positive-focal g

for S-100 and Calponin (Figure 2d). Ki-67 was <5% (Figure 2¢), while = : : : : s
Figure 2. Histopathological (hematoxylin & eosin, HE) and immunohistochemical (IHC)

CD-34, CD99, p63 (Figure 2f) and desmin were negative. aspects of LGMS: a) (HE 100x) Spindle cell lesion with fascicular and storiform pattern;
Based on these findings, the diagnosis of LGMS was established. The  b) (HE 400x) Spindle cells with wavy nucleus, eosinophilic cytoplasm and discrete

i iali ; _ pleomorphism; c) (IHC 400x) Intense positivity for smooth muscle actin; d) (IHC 400x)
patient was referred 10 a specialized cancer service for further treat Focal and discrete immunopositivity for calponin; €) (IHC 400x) Immunostaining for

ment. Ki-67; ) (IHC 400x) Absence of immunostaining for p63
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DISCUSSION

Within the group of myofibroblastic lesions LGMS is a condition that most
frequently affects the deep soft tissues of the head and neck (1,3). Just a
few cases have been reported in the oral cavity, with less than eight cases
described throughout the literature (6). This condition was first described
by Mentzel et al. in 1998 (2), and it has been recently included in 2017
in the fourth classification of head and neck tumors of the World Health
Organization (WHO) (3).

LGMS is characterized by fusiform and star-shaped cells with eosinophilic
cytoplasm and poorly defined cell boundaries. Its nuclei are undulat-
ing with small nucleoli. These cells acquire a fascicular and storiform
arrangement, immersed in a collagenous stroma of variable density.
Mitotic activity is low and necrosis is usually insufficient (7). These char-
acteristics were also found in this case.

The diagnosis of lesions with predominance of spindle cells is usually
challenging and differential diagnosis should include benign conditions
such as nodular fascittis; lesions of intermediate biological behavior, such
as the inflammatory myofibroblastic tumor; and malignant neoplasms like
leiomyosarcoma (8).

The nodular fasciitis hypothesis was ruled out because it is a self-limiting
reactive process characterized by proliferation of young myofibroblasts
in a myxoid stroma that resembles histologically a granulation tissue or
cells in culture. Myofibroblastic inflammatory tumor was also ruled out
because it is a borderline lesion with presence of spindle cells arranged
in a fascicular pattern and with foci of inflammatory lymphoplasmacytic
infiltrate. Finally, leiomyosarcoma was discarded, as this is a malignant
neoplasm of smooth muscle origin, whose nuclei present blunted appear-
ance, with frequently hyalinized stroma and high number of mitoses (2,8).
LGMS may cause focal recurrences and metastasis, and it has a relatively
indolent course. The recurrence is the highest when tumor is sited in nasal
cavity/paranasal sinus, involving deep tissue space, with size over 3-cm
(8). Due to the scarcity of published works on LGMS, the surgical treat-
ment with free margin is still the most used therapy, whereas radiotherapy
and chemotherapy are not well established treatments (1,3). The patient
was referred to a specialized cancer service for treatment.

The present case of LGMS was the first seen in our oral pathology ser-
vice, which has dealt with over 95,000 biopsy specimens. LGMS is a rare
condition that is difficult to place within the scope of differential diagnosis
of nodular lesions in the tongue. Thus, we emphasize the need for accu-
rate histopathological and immunohistochemical analyzes that aim at the
correct diagnosis and prioritize for the appropriate treatment.

Declaration of Interests
Authors declare no conflicts of interest.

REFERENCES

1 Niedzielska I, Janic T, Mrowiec B. Low-grade myofibroblastic sarcoma of the
mandible: a case report. Journal of Medical Case Reports 2009;3(1):8458. doi:
10.4076/1752-1947-3-8458

2 Mentzel T, Dry S, Katenkamp D, Fletcher CDM. Low-grade myofibroblastic sarco-
ma: analysis of 18 cases in the spectrum of myofibroblastic tumors. The American
Journal of Surgical Pathology 1998;22(10):1228-1238. doi: 10.1097/00000478-
199810000-00008

3 Miller S. Update from the 4th Edition of the World Health Organization of Head and
Neck Tumours: Tumours of the Oral Cavity and Mobile Tongue. Head and Neck
Pathology 2017;11(1):33-40. doi: 10.1007/512105-017-0792-3

4 Levenson D, Veitz-Keenan A. Dental management of liver transplant patient. N Y
State Dent J 2013; Jan;79(1):16-8.

5 Demarosi F, Bay A, Moneghini L, Carrassi A. Low-grade myofibroblastic sarcoma
of the oral cavity. Oral Surgery, Oral Medicine, Oral Pathology, Oral Radiology, and
Endodontology 2009;108(2):248-254. doi: 10.1016/j.triple0.2009.03.031

6 Yamada T, Yoshimura T, Kitamura N, Sasabe E, Ohno S, Yamamoto T. Low-grade
myofibroblastic sarcoma of the palate. International Journal of Oral Science
2012;4(3):170-173. doi: 10.1038/ij0s.2012.49

7 Chan JYK, Gooi Z, Wong EWY, Ng SK, Tong MCF, Vlantis AC. Low-grade myofibro-
blastic sarcoma: A population-based study. The Laryngoscope 2016;127(1):116-
121. doi: 10.1002/lary.26146

8 Maruyama T, Nakasone T, Nimura F, Matayoshi A, Kawano T, Nishihara K, Arasaki A.
Indolent growth of low-grade myofibroblastic sarcoma of the cheek mimics benign
lesions: A case report and literature review. Oncology Letters 2017;13(6):4307-
4314. doi: 10.3892/01.2017.6020

www.onk.ns.ac.rs/Archive ¢ Volume 26 ¢ Issue 2 * July 2020


http://www.onk.ns.ac.rs/Archive

