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Summary of the clinical case: We report the case of a 4 year-old child who presented
with inspiratory dyspnea. Laryngoscopy revealed a mass obstructing completely the laryngeal
vestibule. Pathological examination of the resected tissue revealed a plexiform neurofibroma after
immunohistochemical examination. The patient had regular follow up and she remained symptom
free.

Discussion: There is an association between neurofibromatosis type 1 and plexiform
neurofibromas of the larynx. Analysis of the margins of neurofibromas of the larynx associated with
neurofibromatosis type 1 may help predict clinical behavior.

Abbreviations The CT scan showed a mass hypodense endolaryngeal behind the

epiglottis. The laryngeal cartilages are individualized Figure 3.
NEF: Neurofibroma; CT: Computed Tomography; MRI: Magnetic

Resonance Imaging Modified supraglottic laryngectomy, included the resection
of epiglottis, aryepiglottic folds and incomplete false vocal folds
resection was indicated because the tumor infiltrating the larynx was

\

Introduction

The plexiform neurofibroma is a benign tumor of the peripheral
nerves, made at the expense of the connective cells perineurium, often
considered pathognomonic of neurofibromatosis type 1.

The patient can develop tumors of neural origin at any age and at
any location. However, laryngeal involvement in neurofibromatosis
remains rare, and is usually manifested by obstructive airway
symptoms. Because its rarity and our inexperience, it is often
misdiagnosed.
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In this review we discuss the pertinent clinical findings of this rare
lesion and review the literature relative to laryngeal neurofibroma.

Case Report

A 4year-old-girl was admitted to our department with obstructive
respiratory symptoms. She had a history of laryngeal stridor since
birth, more intense during physical activity and screams, associated
with progressive dyspnea and nocturnal snoring; there was no history
of previous intubation or foreign body ingestion.

The physical exam showed a substernal draw with flaring nose.
And found many café-au-lait spots over the trunk and limbs Figure 1.

Fiberoptic laryngoscopy revealed a mass obstructing the laryngeal

vestibule. A tracheotomy was indicated to improve respiratory
function Figure 2. Figure 2: mass at the laryngeal surface of the epiglottis. ‘
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large. Nevertheless a partial approach was decided for two raisons:
young age of a patient and because the tumor was benign Figure 4.

Immediate postoperative course was uneventful.

Histopathological examination with immuno-histochimical

exam showed a plexiforme neurofibroma.

The evolution was marked by the improvement of respiratory
signs.

The patient was asymptomatic for almost 4 years and had not yet
received another surgical intervention.

Discussion

Neurogenic laryngeal tumor is rare. Neurofibromas are not
encapsulated and are often associated with NF-1. Still, they can occur
sporadically. Laryngeal involvement of neurofibroma in NF-1 is
uncommon.

Up to 1996 there were only 35 cases reported, of which 19 were
in pediatric patients [1]. The clinical symptoms of the disease are
those usually associated with a slow growing lesion of the larynx: the
patient gradually develops hoarseness, globus sensation, dysphagia,
inspiratory dyspnea on exertion, sometimes biphasic stridor [2,3].
Some patients complain about dyspnea in the supine position which
seems to be associated with the location of the lesion [3,4].

Figure 3: Axial CT with coronal view scan shows a 20 x 30 x 25 mm mass,
large hypodense mass slightly less dense than the muscle, obliterating the
laryngeal vestibule and invading the larynx.

Figure 4: Contrast-enhanced axial CT scan at 4-year postsurgical follow-up
shows a small of residual disease.

Most laryngeal lesions would produce stridor during the
inspiratory phase. The first diagnosis would be laryngomalacia [5].
Other common etiologies in pediatric respiratory distress include
vocal paralysis, subglottic stensosis, and vascular anomaly. When
swallowing difficulty is encountered, supraglottic tumor should also
be considered [6].

The diagnostic workup should include indirect and fiberoptic
laryngoscopy, computed tomography (CT) and magnetic resonance
imaging (MRI) aid the differential diagnosis possible. Definitive
diagnosis can only be made histologically [7].

Surgery is the choice of treatment and depends on the location
and the size of the tumor. Most authors favor external approaches
with alternative airway provisions such as a preliminary tracheotomy
in larger tumors. Median or lateral thyrotomy or median or lateral
pharyngotomy are recommended [1,8-12]. In smaller tumors,
endoscopic (laser-assisted) resection of the tumor can be a reasonable
treatment option [1,13].

Due to the relative big sized tumor of our case, external approach
would guarantee a wider exposure [2,5,7]. Surgical morbidity includes
hemorrhage, scarring with or without laryngeal stenosis, vocal
paralysis, and postoperative pulmonary edema [7]. Nevertheless,
long-term follow up is necessary and a second operation will be
necessary if the symptoms recurred again.

Conclusion

The association between laryngeal plexiforme neurofibroma in
children and neurofibromatosis is very rare, revealed by respiratory
signs such as dyspnea and stridor. The imaging including CT and / or
MRI is a valuable aid to the diagnosis and assessment of extension of
the lesion. The treatment is based on a conservative cervical surgery
or endoscopy.

Consent to publish

Written informed consent was obtained from the parent of the
patient for publication of this case report and accompanying image.
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