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ABSTRACT

The present article is a case report of solitaryumdibroma of the oral cavity in a 50-year old malatient.
Pateint reported with a chief complaint of swellimgrelation to upper front teeth region since twmnths. Based on
clinical, radiographical and histopathological fintys the diagnosis of neurofiboroma was made. Nénaha involving
oral cavity as the primary lesion is very rare iocoirrence. It mainly involves tongue, palate anddal mucosa. Surgical

excision is performed in the present case.
KEYWORDS: Solitary Neurofibroma, Intraosseous Neurofibromaft Fissue Tumor of Palate

INTRODUCTION

Neurofibroma is a genetic disorder with autoson@hihant inheritance, rarely occurring as a solitesion in
the oral cavity. The etiopathogenesis of this raBant remains unknown. The present case repaid &mthe literature

and the findings of which help in understandingléson.

Neurofibroma is a benign tumor arising from theijgegral nerve sheath. The symptoms of which cagedrom
localized swelling to multiple cutaneous swellingBecting skin. Majority of neurofibromas occur as autosomal
dominant type of inheritance with strong genetiedisposition. This article presents a case repoat solitary intraoral

neurofibroma with no known family history and abseiof other cutaneous manifestations.
Case Report

A 50-year old male patient reported to the depantnod oral medicine and radiology, G. Pulla Reddsnial
College, with a chief complaint of pain and swadliim relation to upper front teeth region since twonths. Extraorally
mild diffuse ovoid swelling was present at the upfip region with obliteration of normal contour ttie philtrum.
No history of trauma was present. Lymph nodes werepalpable. On intraoral examination, a diffusesling was

present in relation to 11 and 21 in the midlingy(ffe 1). The surface of the lesion was smooth, abimcolor with no
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signs of inflammation and ulceration. The lesioteaered from labial mucosa to palatal surface witkling occupying
palatal rugae region, with obliteration of labiastibule and frenum at the involved site. The dnglmeasured 3 2 cm
in size labially. On palpation, the swelling wasske, firm in consistency and was fixed to undedystructures.
Hard tissue examination revealed grade 1 mobititselation to 12, 11, 21 and 22 and teeth invokwede vital. A patient
was known diabetic and is under medication. Novesie medical and dental history was reported. Nwosystemic

manifestations were evident.
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Figure 1: Intraoral View of the Lesion Figure 2: CT scan

OPG revealed radiolucency in relation to 11, 12a8d 22 with irregular borders. Resorption of raaftsvolved
teeth is evident (Figure 2). Teeth with respecttand 21 showed distal migration. CT was perforfoedhe present case
which revealed a well-defined round to oval explndytic lesion (measuring 34x34x30 mm) with pdlyia
calcified/corticated peripheral wall seen in thgealar process of the anterior maxilla and antehiard palate in the
midline causing anterior contour bulge. Based amadl and radiographic features a provisional dgis of leiomyoma,

schwannoma and hemangioma were considered.

Fine needle aspiration revealed negative aspirathm incisional biopsy was done in the present case
The specimen was whitish grey in color with irreguborders and firm in consistency. The tissue pvasessed and H&E
stained. Microscopic examination of the H&E stairtessue under 10x revealed fibrocellular connectigsue with
prominent nerve bundles (Figure 7). The nerve §hgere with wavy nuclei and connective tissue isséty arranged
collagen fibers with inflammatory cell infiltratergdominantly lymphocytes (Figure 9). Immunohistaolstry findings

were positive for S-100 protein and CD34 (Figure 8)

Complete excision was performed in the present.ckseision was carried out under general anesthesia
Labial flap was elevated and a vestibular incisi@s given as shown in the figure (Figure 3). Vaitand horizontal bony
cuts were given to mobilize the tumor segment. twplete premaxillary segment was removed fromreato canine
(Figure 5). After excision cauterization was penfied to achieve hemostasis (Figure 4). Nasolakaal Was sutured to
palatal and labial mucosa. The intraoral soft #sdafect was reconstructed with nasolabial flastéjmerative ryles tube

was advised for two weeks (Figure 6). After one thame planned for obturator.
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Figure 3: Operative Photographwith Elevated Labial Flap Figure 4. Hemostasisthrough Cauterization

Figure 7: H&E Picture Underl10x Magnification Figure:{S-100 Positivity
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Figure 9: H &E Picture under 40x Magnification
DISCUSSIONS

Neurofibroma is a benign tumor arising from neifigsue origin, derived from the cells which congétthe nerve
sheath. Neurofibroma can arise either as a soliggipn or as a component of neurofibromatosis tyfiéF1, also calle
as von Recklinghausen’s disease of s Neurofibromatosis type | is meuroectodermal tumors arising within multi
organs ands inherited as an autosor-dominant inheritance. It is the most common typé accounts for about 90%
the cases, and is characterized by the occurreihnneusofibromas along the peripheral nerves andiphalcafe-au-lait
spots??! In 1988, Natioal Institute of HealtfConsensus Development Conference proposed a diagroisérion for

neurobromatosis type 1, if a patient has two orenudithe following findingd
* Sixor more cafe au lait macu
e Two or more neurofiromas of any type or oiplexiform neurobroma
e Frecklingin the axillary or inguinal regiol
e Optic glioma
» Lisch nodule
» Distinctive osseous lesion such as sphenoid dysj
» Family history of the firsdegree relative with neurobromato

In the present case, thmatient showed a palatal neurofibroma and other features were not evide
Shklar and Meyer classified neurofibroma as sofitand multiple. Multiple neurofiboromas are assaaiatwith
Neurofibromatosis type 1 whereas soli neurofiboromas are not associated with Neurofibrosiattype 1 and it occu
very rarely in the oral cavityor solitaryneurofibroma, the exact cause is unknown. As marg0&6 of cases are repor
to be caused due to the spontaneous mute® The present case showeddalitary neurofibroma with negative fam

history.

In the late 19 century, 2 subsets have been identified. One iscied with Neurofibromatosis ty—1 (NF1),
caused by a mutation of an NF1géomeated orthe chromosomal segmeaon the long arm cchromosome 17 (17q11.2)
which encodes a protein known rasurofibromin, which plays a role in neural celirsling. The other is associated w

Neurofibromatosis type-(NF2), caused due to the gene mutations of tm@tsuppressorenes coding for schwannomin
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on chromosome 22q12%."

World Health Organization (WHO) classified neurofimas into 2 categories: dermal and plexiform.
Dermal neurofibromas are associated with a singlipperal nerve, while plexiform neurofibromas associated with

multiple nerve bundle’

Solitary neurofibromas appear as soft, painless, circumsdrislow-growing lesions that vary in size from 8ma
nodules to larger masses. The most frequent latédtio neurofibromas is the skin. Most common intedites are the
tongue and buccal mucosa followed by palate, gmgalveolar ridge, and vestibuld.*® The oral lesions appear as
discrete, nonulcerated nodules, which tend to hhestame color as the normal mucosa. Due to thesdiinvolvement of
the tongue, macroglossia is evident. Few cases Ibe@e reported with the involvement of submandibgland, tongue,

and lower lip.

In the present case, the intraoral examinationaledea diffuse swelling in relation to 11 and 21the midline.
The surface of the lesion was smooth, normal inrcaith no signs of ulceration. The lesion extenttedn labial mucosa

to palatal surface with swelling occupying the pelaugae region.

In the present case, the histopathology revealedpthsence of bundles of nerve fibers with wavyleiuand
densely arranged collagen fibers with inflammatoel} infiltrate predominantly lymphocytes. Immunstichemistry was
done. Immunohistochemical findings wemaultiple, well-demarcated fascicles of spindle-gthmerve cells, most of
which are positive for S-100 protein. It showed m@de positive immunoreactivity to S-100 proteid &D34.CD34 is a
useful stain for the differential diagnosis, sinceeurofiboromas contain additional cellular compogent

(endoneurial fibroblasts, perineurial-like cells.gthat are responsible for this CD34reactivity.

Solitary oral neurofibromas are treated by surgedlision, depending on the site and extent. Renog may

occur due to the surgical excision, and multipureences have been associated with malignantfanamation.
CONCLUSIONS

Neurofibromas may occasionally manifest as solisavgllings in intraoral region, as primary lesiéppropriate

diagnostic and surgical approach should be caaigith a case of neurofibroma, as done in the ptesese.
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