Mouth and Teeth

Case Report

Oat

open access text

ISSN: 2516-1792

Lingual hamartoma in a patient with morphea

Thales Pereira de Azevedo', Cecilia Xavier Lagalhard Victer?, Adriana Ferreira®, Danielle Carvalho Quintella*, Tullia Cuzzi’ and Marcia

Ramos-e-Silva®*

'Dermatologist and former Post-Graduation Student — Sector of Dermatology and Post Graduation Course — University Hospital and School of Medicine, Federal

University of Rio de Janeiro, Brazil

2Dermatologist — Sector of Dermatology and Post-Graduation Course in Dermatology — University Hospital and School of Medicine — Federal University of Rio

de Janeiro, Brazil

Dentist and Facial-Buco-Maxillo Surgeon — Sector of Dermatology and Post Graduation Course — University Hospital and School of Medicine, Federal University

of Rio de Janeiro, Brazil

*Assistant Professor, Department of Pathology — University Hospital and School of Medicine, Federal University of Rio de Janeiro, Brazil

*Associate Professor — Department of Pathology — University Hospital and School of Medicine, Federal University of Rio de Janeiro, Brazil

¢Professor and Chair — Sector of Dermatology and Post-Graduation Course in Dermatology — University Hospital and School of Medicine — Federal University of

Rio de Janeiro, Brazil

Abstract

Background: Hamartomas are excessive growth of mature cells and tissues usually present in the affected organ with architectural derangement. Lingual hamartomas

are uncommon.

Methods: A 49-year-old woman presented a mass on the body of the tongue to the left, with mild dysphagia and dyslalia. She has lesions of localized scleroderma in
the limbs for the past 36 years. The diagnosis of hamartoma was based on the histopathological study.

Results: Despite the large size of the lesion and the minor impairment it caused a conservative management and only regular consultations were proposed due also

to the fact the surgical approach could produce greater morbidity.

Conclusions: The authors discuss the epidemiologic data and differential diagnosis of lingual hamartoma, as well as the related literature. To date, no cases of lingual

hamartomas in patients with scleroderma have been reported.

Introduction

Many tumor-like lesions such as hamartomas, pyogenic
granulomas and hemangiomas can affect the tongue and they need to
be differentiated from cancers [1].

Hamartomas, first reported by Alberecht in 1904, are described as
benign malformations constituted by disorganized mature tissues that
usually occur in the affected site, but with predominance of a specific
tissue. They are more frequent in the liver, spleen, kidney, lung, skin
and pancreas [2,3].

Lingual hamartoma is a very rare condition and was first described
by Stamm and Tauber, in 1945 [4]. It can be solitary or appear in
association with syndromes, such as oral-facial-digital syndrome
(OFDS), which is a genetic syndrome with ten subtypes that comprises
oral, facial and digital malformations [3].

Case report

A 49-year-old woman presented at our Sector of Dermatology
complaining of progressive volume increase on the left side of her
tongue for the last 6 years, with mild dysphagia and dyslalia. She had
been diagnosed 36 years before with localized scleroderma in the left
arm and leg, but the disease was stable for more than 30 years. At
clinical examination, there was poorly defined lesion that occupied
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the anterior 2/3 of the left side of the anterior tongue, which was soft
to palpation and with (Figure 1) with a pleated aspect of the mucosa.
There was no deviation of the side of the tongue.

An electroneuromyography was performed and showed no
abnormalities. A magnetic resonance imaging demonstrated a
hyperintense mass at the left side of the tongue on T2-weighted
images and did not demonstrate evidence of expansive lesions in
the hypoglossal and trigeminal nerves. Due to the size of the lesion
an incisional biopsy was performed. Histopathological examination
demonstrated a large amount of adipose tissue, besides blood vessels,
nerve filaments, connective tissue and a few striated muscle fibers,
characterizing abnormal proportion and distribution of those tissues
elements (Figures 2 and 3).
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Figure 1. Mass at the left side of the anterior tongue.

Figure 2. Connective tissue, adipose tissue and small vessels beneath the epithelium of the
tongue. (HE, 40X)

Figure 3. Muscle tissue observed focally. (HE, 100X)
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Discussion

Hamartoma is a benign tumor of excessive growth in which there is
presence of normal tissue components of the affected organ, arranged
in a disordered way. The vast majority of lingual hamartomas reported
were among the pediatric population [3-8] with only a few in the adults,
mainly in women [1,9-12].

Most hamartomas of the tongue are asymptomatic, with some
presenting dysphagia or globus sensation. The patient’s symptom
depends on the location and size of the lesion. Difficulties in feeding
are the major reason for referral of pediatric patients [1,3-8].

A review performed by Takimoto et al. showed that the majority
of lingual hamartomas were observed in the midline at the base of the
tongue [6], while another review by Kreiger et al. mentioned the dorsal
anterior tongue as the most affected area [1,5].

Lingual hamartomas can occur as isolated lesions or associated
with syndromes such as oral-facial-digital syndrome [13], tuberous
sclerosis [14] and incomplete cleft palate [15].

Hamartomas can be pathologically subclassified according to the
relative predominance of a specific endogenous tissue, so they may
described as muscular, vascular, adipose tissue, and intramuscular
capillary variants [1,5]. The hamartoma presented in this case was
classified authors as an adipose tissue predominant type.

In our case, we chose a conservative management because of the
few symptoms presented by the patient despite the large size of the
lesion, and also because the surgical approach could lead to greater
morbidity than the lesion itself. Most hamartomas reported in the
literature have been of smaller size and have therefore been removed
transorally, either by surgery [4] or by lasers [6]. Vashishth et al. suggest
that large hamartoma involving the tongue base and the vallecula can
be safely removed using a suprahyoid pharyngotomy approach [1].

Finally, our patient had lesions of morphea diagnosed 36 years
ago and, in a PubMed search, the authors could not find any previous
reports of the association of lingual hamartoma with localized
scleroderma in the same patient and for this reason we believe that this
case is the first report of this association, although there did not seem
to be a relation between these two diseases.

Conclusion

Lingual hamartoma is a rare cause of a tongue mass, especially in
adults. The present report is a special case of lingual hamartoma in a
patient with localized scleroderma.
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