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A Solitary Laryngeal Neurofibroma in A Pediatric Patient

Yi-Wei Chen, MD; Tuan-Jen Fang, MD; Hsueh-Yu Li, MD

A neurofibroma of the larynx is a rare disease that usually involves the arytenoids and
the aryepiglottic fold. Pediatric patients with a laryngeal neurofibroma often present with
progressive dyspnea. A definitive diagnosis of a laryngeal neurofibroma is based on the
histopathologic demonstration of the characteristic spindle cells, and a positive result in
immunohistochemical staining for S-100 protein. Tumor excision of laryngeal neurofibro-
mas by an external approach was formerly common. We present a case of a solitary laryn-
geal neurofibroma in a 4-year-old child that was completely excised using direct laryn-
goscopy and a CO2 laser. There has been no recurrence after a follow-up of 4 years. For
pediatric patients with an isolated laryngeal neurofibroma, endoscopic surgery provides an
alternative approach due to its safety, effectiveness, and minimal invasiveness. (Chang Gung
Med J 2004;27:930-3)
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Neurogenic tumors of the larynx are unusual, and
laryngeal neurofibromas are even rarer. Less

than 70 cases of isolated neurofibromas were report-
ed in MEDLINE to 2003. A laryngeal neurofibroma
may occur alone or be associated with multiple neu-
rofibromas especially in type I neurofibromatosis
(von Recklinghausen's disease). Most patients with a
laryngeal neurofibroma present with dyspnea, dys-
phagia, stridor, or hoarseness depending on the loca-
tion and size of the tumor. In the past, an external
approach was widely used to excise laryngeal neu-
rofibromas; however, this is invasive for children.
This report describes a pediatric patient with an iso-
lated laryngeal neurofibroma who was successfully
treated using a CO2 laser under direct laryngoscopy.

CASE REPORT

A 4-year-old girl was referred to the Department
of Otolaryngology at Chang Gung Memorial
Hospital, Taipei due to a progressively worsening

inspiratory stridor for 2 years. A flexible laryngo-
scopic examination revealed a 2 2-cm pinkish mass
covered by mucosa on the left aryepiglottic fold
which was obstructing the airway (Fig. 1). Physical
examination showed no other subcutaneous neurofi-
bromas or caf-au-lait spots in the entire body. The
patient had no known systemic or congenital abnor-
malities, and the developmental milestones were
within the normal ranges. Based on these findings, a
tentative diagnosis of a benign laryngeal tumor was
made. The patient underwent direct laryngoscopy
and CO2 laser microsurgery using 6 W in the contin-
uous mode. The mass was completely excised  from
its base at the aryepiglottic fold using the laser (Fig.
2). No intraoperative or postoperative complications
were noted. The histopathology revealed a neurofi-
broma (Fig. 3). During the postoperative period, no
voice or swallowing disturbances were noted. There
was no recurrence of the tumor during 4 years of fol-
low-up.
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DISCUSSION

A neurofibroma of the larynx is a rare disease.
Suchanek reported the first case of an isolated
endolaryngeal neurofibroma in 1925.(1) Half of the
cases presented in previous reports were solitary
while others were associated with von

Recklinghausen's disease.(2) The ratio of females to
males affected by laryngeal neurofibromas was 3:2.(3)

The ages of the affected patients ranged from 2 to 60
years old,(4,5) with children and young adults compris-
ing more than half of the cases reported.

The most frequently affected area is the supra-
glottic region, with the majority involving the ary-
tenoids and the aryepiglottic fold, followed by the
false vocal cords(5,6) because these areas are rich in
terminal nerve plexuses.(7) It is believed that the neu-
rofibroma arises from the superior laryngeal branch
of the glossopharyngeal nerve.(8,9) The signs and
symptoms of a laryngeal neurofibroma depend on
the location and size of the tumor. Due to its slow
growth, patients with a laryngeal neurofibroma are
usually diagnosed incidentally or present with
lumpthroat, dysphagia, voice changes, stridor, and
dyspnea.(4,5) A laryngeal neurofibroma is benign and
usually appears as a smooth round white mass, but
may be firm or elastic during a laryngeal examina-
tion. A punch biopsy is difficult to perform, hence a
preoperative histologic diagnosis has often been dif-
ficult. In the present case, the laryngeal neurofibroma
was originated from the left aryepiglottic fold and
presented with progressive inspiratory stridor, but
had a smooth surface. The lesion was suspected to be
benign based on the history and examinations. A
punch biopsy was not performed, but an excisional
biopsy was selected.

The histopathology of this case showed spindle

Fig. 2 The tumor which was completely excised with a CO2

laser (6 W, continuous mode) from its base at the aryepiglottic
fold with the help of a laryngoscope. The laryngeal structures
were carefully preserved.

Fig. 3 Microscopic findings showing spindle cells with
prominent collagen production and trapped nerve fibers.
Myxoid changes and hyalinization can also be noted.

Fig. 1 A 2 2-cm pinkish mass covered with mucosa on the
left aryepiglottic fold. The airway was partially obstructed.
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cells with slender, wavy nuclei containing ill-defined
eosinophilic cytoplasm, prominent collagen produc-
tion, and trapped nerve fibers with additional myxoid
changes and hyalinization. The immunohistochemi-
cal staining for S-100 protein was positive and con-
firmed the diagnosis of a neurofibroma.

The treatment of choice for laryngeal neurofi-
bromas is surgical removal. Excision of the tumor
using a laryngoscope or through an external
approach has been reported in the literature.(10-12)

Lateral pharyngotomic and lateral thyrotomic
approaches were the traditional methods used to gain
access to the lesion.(13) Sometimes a tracheostomy
was required to maintain the airway when these pro-
cedures were used. The advantages of the external
approach include a wider field of operation and ease
in controlling the bleeding. But these invasive proce-
dures increase the risk for injury to the adjacent
laryngeal structures. There is a visible scar on the
neck, and the patient usually requires a longer hospi-
talization period. On the other hand, the laryngo-
scopic approach is less risky for the surrounding
structures, produces less cosmetic injury, and
requires a shortened hospital stay. This was more
suitable for our patient because she was only 4 years
old, and the tumor was small. However, the limited
operative field of the laryngoscopic approach makes
it difficult to treat larger invasive tumors or manage
massive hemorrhaging. A CO2 laser was used to
completely excise the tumor at its base, thus decreas-
ing the chance of local recurrence and reducing the
risk of intraoperative bleeding. Postoperative compli-
cations of endoscopic surgery for a laryngeal neu-
rofibroma include bleeding, airway compromise,
scarring with or without laryngeal stenosis, and ipsi-
lateral vocal palsy.(14) None of these complications
was seen in our patient.

Follow-up during the postoperative period is
important. Occasionally it is possible to find subcuta-
neous neurofibromas or caf-au-lait spots in patients
with a solitary neurofibroma. This would mean that
the disease had progressed into multiple neurofibro-
matosis.(6) Malignant transformation into a neurofi-
brosarcoma and a malignant schwannoma has been
reported in patients with neurofibromas, and these
were usually associated with von Recklinghausen's
disease.(5,15,16) No malignant changes have been noted
to occur among isolated neurofibromas to date.(17)

The progression from a solitary neurofibroma to

multiple neurofibromatosis and then transformation
into malignancy is theoretically possible but exceed-
ingly rare.

A laryngeal neurofibroma is a benign tumor. For
pediatric patients, minimally invasive endoscopic
surgery of isolated lesion can be considered due to its
safety and effectiveness, and a satisfactory outcome.
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