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Neurofibroma of the Aryepiglottic Fold

David M. Yousem' and J. Carl Oberholtzer?

Less than 25 cases of neurofibromas of the larynx associ-
ated with von Recklinghausen disease have been reported in
the literature [1-10]. Most patients present with dyspnea,
dysphagia, stridor, or hoarseness. We report a case of an
asymptomatic 41-year-old man who had an incidentally dis-
covered aryepiglottic fold neurofibroma. To our knowledge
this is the first such case demonstrated by MR imaging.

Case Report

A 41-year-old man with a history of neurofibromatosis since birth
manifested by multiple cutaneous nodules and a low-grade optic
chiasm glioma injured his neck while at work. Plain films of the neck,
obtained because of persistent neck pain but no radiation or neuro-
logic symptoms, demonstrated a mass inferior to the epiglottis and
coursing posterolaterally on the right side (Fig. 1A). The patient had
no symptoms of dyspnea, dysphagia, hoarseness, or change in voice
quality over recent months. He smoked half a pack of cigarettes and
drank one beer a day. His physical examination was remarkable for
multiple cafe au lait spots and subcutaneous nodules. An indirect
laryngoscopic examination demonstrated a pink submucosal mass
involving the right aryepiglottic fold and lateral pharyngeal wall.

MR examination of the larynx in coronal, axial, and sagittal planes
revealed a large mass associated with the right aryepiglottic folds
(Fig. 1B). The mass was isointense with muscle on T1-weighted,
600/11/1 (TR/TE/excitations), scans and hyperintense on spin-den-
sity- and T2-weighted scans (Figs. 1C and 1D). The mass showed
moderate enhancement with contrast administration (Figs. 1E and
1F). Additionally, a second 1.5-cm nodule was identified in the infra-
hyoid neck that persisted on a repeat examination several months
later.

Because of the risk of obstruction of the airway, the patient was
advised to have laser excision of the aryepiglottic fold mass. This
was performed uneventfully, and pathologic examination revealed a
neurofibroma. A biopsy of the right infrahyoid neck mass was not
done, but it was presumed to be either a second peripheral neurofi-
broma (possibly involving the vagus nerve) or a persistent jugular
chain lymph node. The patient was discharged without complications.

Discussion

Laryngeal involvement with neurofibromatosis is rare. A
review article by Chang Lo in 1977 [6] reported 20 cases of

laryngeal involvement with neurofibromatosis. The most com-
mon presenting symptom is dyspnea, followed by hoarse-
ness, stridor, dysphagia, and voice change. Half of the cases
manifest in childhood and half in young adulthood. Laryngeal
neurofibromas are associated with diffuse neurofibromatosis
in 50% of cases [8].

The most common sites involved in the larynx are the
arytenoids and the aryepiglottic folds [5-7, 9]. Supraglottic
involvement is the rule, although subglottic tumors involving
the trachea have also been reported [6, 8]. True vocal cord
involvement is less common than false vocal cord neurofibro-
mas. The tumors arise from terminal nerve plexuses in the
submucosal space of the supraglottic larynx. Because of the
supraglottic location, it is believed that the neurofibromas
arise more commonly from the superior laryngeal branch of
the glossopharyngeal nerve [4, 5].

Pathologically, most lesions of the larynx in patients with
von Recklinghausen disease are neurofibromas. As opposed
to schwannomas, which also occur in patients with neurofi-
bromatosis, neurofibromas possess collagen-producing fibro-
blasts as well as myelin-producing Schwann cells, and are
not as well encapsulated as schwannomas [4-7]. Plexiform
neurofibromas are not as common as distinct neurofibromas
(and are nearly impossible to remove completely owing to
their infiltrative qualities), while ganglioneurofibromas or gan-
glioneuromas are much rarer [6, 8]. Malignant degeneration
into neurofibrosarcomas and malignant schwannomas has
been reported in the larynx, usually in patients with von
Recklinghausen disease [6, 10].

The MR findings in this case are typical of neural tumors
elsewhere. The tumors are relatively well-defined; they are of
intermediate signal intensity on T1-weighted scans and of
intermediate to high signal intensity on T2-weighted scans,
but they are bright on proton-density-weighted studies [11-
14]. Some variability in intensity on T2-weighted scans in
schwannomas has been attributed to the fraction of Antoni A
and B tissue in the tumor (the Antoni A fibers are densely
packed pallisading spindle cells and are of lower intensity on
T2-weighted images than the Antoni B tissue, which is seen
as loosely packed cells in a mucoid, myxoid matrix) [4, 5, 9].
Neurofibromas usually have a looser stroma than schwan-
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Fig. 1.—41-year-old man with aryepiglottic fold neurofibroma.
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A, Lateral cervical spine radiograph shows large soft-tissue mass (arrowheads) superimposed on air column in supraglottic larynx.

B, Axial T1-weighted (600/11) MR image shows right aryepiglottic fold mass (m) with dilatation of supraglottic airway.

C, Axial spin-density-weighted (2500/30) MR image shows signal intensity of mass to be between that of fat and muscle.

D, On T2-weighted (2500/80) MR image, mass shows homogeneously high signal intensity. Its submucosal location is suggested by the presence of

low-intensity superficial tissue (arrowheads) along the aryepiglottic fold.

E, On contrast-enhanced T1-weighted (600/20) MR image, the mass enhances avidly and homogeneously.
F, Coronal postcontrast T1-weighted MR image shows preservation of pyriform sinus apex and laryngeal ventricle structures, with mass (M) terminating

in a supraglottic location.

nomas. Schwannomas and neurofibromas tend to enhance
avidly with gadopentetate dimeglumine. This factor and the
T2 signal characteristics would argue against some of the
other possibilities in the differential diagnosis of submucosal
lesions in the larynx: fluid-filled laryngoceles and laryngeal
cysts [8]. The integrity of the paralaryngeal fat would argue
against internal laryngoceles. Hemangiomas and lymphosar-

comas may have similar MR appearances as the neurofibro-
mas; however, flow voids in hemangiomas and associated
lymphadenopathy in lymphomas could aid in the differential
diagnosis. In the absence of flow voids, hemangiomas may
simulate neurofibromas (enhancing brightly and being high in
signal intensity) on T2-weighted images. A neurofibroma with
a predominance of Antoni A fibers would not be as high in
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signal intensity on T2-weighted scans as a hemangioma and
often is less homogeneous in intensity. Amyloidosis demon-
strates markedly decreased signal intensity on T2-weighted
images. Minor salivary gland tumors may look similar to
neurofibromas; however, they generally do not enhance as
intensely and may not be as well defined.

An interesting feature of this case was the asymptomatic
nature of the mass despite quite extensive narrowing of the
patient’s airway. This patient did not have a family history of
neurofibromatosis; sporadic cases of the disease are reported
in 50% of cases. The use of MR imaging in this case was
helpful for delineation of the extent of the mass as well as for
complete evaluation of the brain and neck.
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