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An obstructive tongue neurofibroma
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7\ Abstract

Neurofibromatosis type 1 (NF1) is an autosomal dominant disorder
characterized by multiple manifestations, including the presence of
neurofibromas. These benign lesions can potentially affect every site
of the body; its location in the head and neck region is not uncommon,
but the oral cavity, and specially the tongue, are rarely affected.

We aim to present a case of a giant recurrent neurofibroma of the
tongue in a NF1 patient, conditiong obstructive symptoms, as well as to
ouline its successful treatment with topical mitomycin-C as an adjuvant

therapy to surgical ressection.
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Introduction

Neurofibromatosis type 1 (NF1), also known as von Reckling-
hausen’s neurofibromatosis, is an autosomal dominant disorder
caused by a defect on chromosome 17. The manifestations of
NF1 result from the decreased production of a tumour supres-
sor protein, being the most common: multiple neurofibromas,
café-au-lait spots, intertriginous freckles, Lisch nodules, central
nervous system tumors, and skeletal abnormalities [1]. Neuro-
fibromas can potentially affect every site of the body; its loca-
tion in the head and neck region is not uncommon, but the oral
cavity, and specially the tongue, are rarely affected [2,3]. There
is no treatment for NF1, and the lesions should be activelly con-
trolled, being surgical resection indicated when functional or
aesthetic impairment is associated [1]. Neurofibromas may be
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difficult to approach surgically, often recurring after resection
because of residual tumor cell collections deep in soft tissues.

The topical use of Mitomycin-C, an antitumor antibiotic that
decreases fibroblast activity, has been successfully implement-
ed in several conditions, such as bladder cancer, conjunctival
and corneal squamous cell carcinoma, laryngotracheal steno-
sis and to prevent keloid scar formation [4]. To the best of our
knowelgde, there are no reports describing the use of topical
Mitomycin-C for the specific indication we present.

We describe a case of a neurofibroma of the tongue in a NF1
patient, which always recurred after multiple surgical interven-
tions, successfully treated with topical mitomycin-C as an adju-
vant therapy to surgical resection.
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Case report

A 55-year-old man, previously diagnosed with NF1, present-
ed with complaints of progressive oral discomfort, speech im-
pairment, swallowing and breathing difficulties, associated with
night snoring and sleep apnoea.

On examination, he had a mucosal-covered, painless and
irregular mass located in the transition between the anterior
two thirds and the posterior third of the tongue, that had grown
gradually over the past 7 months (Figure 1). He had undergone
multiple previous surgical resections of this tongue neurofi-
broma, always with recurrence of the lesion after just a few
months, and this time, the lesion was bigger than ever. There
were no lesions in the pharynx, larynx or trachea. The Comput-
ed Tomography (CT) scan showed an irregular area with hetero-
geneous uptake of contrast in the location described, measur-
ing approximately 25 x 19 mm (Figure 2).

The presence of dysphagia, sleep apnoea and the eminent
risk of airway obstruction made another resection necessary.
Under general anesthesia, the tumor was approached and com-
pletely excised intraorally, this time followed by topical applica-
tion of mitomycin-C (0,4mg/mL) over the tumor bed, through a
gauze soaked in the drug, removed after 5 minutes (Figure 3).
The area was then suction-irrigated thoroughly with 30 mL of
distilled water, and sutured with vycril 3.0. After surgery, the
movements of the tongue were preserved, and the patient im-
mediately improved communication and swallowing. Histologi-
cal analysis showed features of neurofibroma, including slender
spindle cells arranged against a variable collagenous back-
ground, alongside small nerve fibers and axons. The patient is
free of recurrence after 3 years of follow-up.

Mitomycin-C is an antibiotic isolated from Streptomyces
caespitosus. It undergoes metabolic activation to become an
alkylating agent that is cytotoxic to both proliferating and non-
proliferating cells. It has proven to be an antimetabolic agent
which inhibits fibroblasts proliferation by preventing DNA syn-
thesis [4]. Most of the studies reporting the topical use of this
drug showed that the benefits outweighed the risks, even in the
airway region [5] Thus, under patient consent, we tried the topi-
cal application of mitomycin-C in this case of recurrent tongue
neurofibroma taking into account the known histological com-
position of neurofibroma - neoplastic neuronal cells and fibro-
blasts -, and considerating the antineoplastic and antifibroblas-
tic activity of mitomycin-C. Reported complications of its topical
use include local irritation, hyperaemia and allergy. No systemic
adverse effects have been described [4,5]

Our successful experience suggests that Mitomycin-C can be
a safe and promising adjuvant therapy to surgical resection of
difficult-to-remove and/or recurrent neurofibromas, due to its
effectiveness in reducing the rate of recurrence.

We aim to alert ENT surgeons and family doctors about the
possibility of this diagnosis, as a rare but potentially life-threat-
ening entity, that should be included in the differential diagno-
sis of an oral mass.

Figure 1: Tongue neurofi

Figure 2: CT scan images before surgery. On the left coronal view,
on the right sagittal view. *- neurofibroma lesion.
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Figure 3: (a) Surgical excision of tongue neurofibroma. (b) Surgi-
cal bed after removal. (c) Topical application of a gauze soaked in
mitomycin-C for 5 minutes.

Conclusions

This report describes a potentially life-threatening obstruc-
tive neurofibroma lesion which, although very rare, should be
included in the differential diagnosis of an oral mass, especially
in NF1 patients. We also outline its successful treatment with
topical mitomycin-C as an adjuvant therapy to surgical ressec-
tion.
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