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Pediatric Intraparotid Neurofibroma: Rare Entity

Abstract

Aim: This case report provide an awareness of intraparotid facial nerve neurofibroma as a cause of
parotid masses and to describe their characteristics and management considerations. Material: It is a
case report of a pediatric patients with intraparotid facial nerve neurofibromas which is a rare entity.
Method: It was preoperatively diagnosed as intraparotid benign tumor likely to be pleopmorphic
features on fine needle aspiration cytology. Tumors arising from the extratemporal course of the
facial nerve are quite rare. The tumors arise from Schwann cells and include the schwannoma
and the neurofibroma. Conclusion: The overwhelming benign nature of these lesions necessitates
a conservative course of treatment. Histological diagnosis should be followed by a limited tumor
excision with emphasis on retaining normal facial nerve function. Malignant lesions require wide
excision with facial nerve grafting or facial nerve reanimation.
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Introduction

Solitary neurofibroma of the facial nerve
is generally uncommon, and most cases
affect the intracranial and intratemporal
parts.  Intraparotid neurofibromas  of
the facial nerve are extremely rare and
mostly associated with neurofibromatosis
type 1 (NF1). In this current study, a case
of solitary neurofibroma of the parotid
part of the facial nerve in a man without
NF1was reported.

Preoperative diagnosis of facial nerve
neurofibromas in the parotid gland is
generally difficult because of the low
frequency of the disease and the few
typical signs associated with it. The most
common presenting symptom is a painless
slow-growing parotid mass. The estimated
incidence of parotid tumors of facial nerve
origin ranges from 0.2% to 1.5%," with
3.9% of these tumors finally diagnosed as
malignant.™

Fine needle aspiration cytology (FNAC)
and even incisional biopsy can fail to
provide a correct diagnosis. Sullivan
et al. noted that neurogenic neoplasms of
the intraparotid facial nerve are usually
only diagnosed intraoperatively by tissue
biopsy. Nerve preservation during removal
of neurofibroma is difficult, and nerve
reconstruction is usually needed either by
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end-to-end anastomosis, nerve grafts, or
nerve transfer.?!

Rarity of this tumor precludes its inclusion
in the differential diagnosis of benign
parotid tumors at the provisional diagnosis
stage. Preoperative diagnosis is extremely
difficult due to the variation in clinical
presentation and its dependency on the
nerve site involved. Almost half of the
intraparotid neurofibromas involve the
main trunk of the facial nerve and usually
present as a painful or painless parotid
mass of long-standing duration with or
without facial paresis, paralysis, or spasm.F!
Such a presentation is similar to any other
benign parotid tumor making it difficult
to diagnose solitary neurofibromas at the
clinical stage. Radiological findings of
intraparotid neurofibromas are contributory
only to the diagnosis of a benign parotid
tumor. Sectional imaging helps to determine
the extent of the tumor. Recently, a case of
solitary neurofibroma involving the whole
facial nerve continuously from geniculate
ganglion to parotid segment has been
reported.”! The main basis of diagnosis
of neurofibroma is histopathological
investigations. These tumors present a
challenge because of their risk of malignant
transformation and their high probability of
operative facial nerve compromise.

We present a case which was diagnosed
preoperatively as benign parotid tumor
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Figure 1: Preoperative image of the patient

and found to be neurofibroma after surgical excision and
histopathological examination. The diagnostic problems,
the biological behavior, and therapeutic management of this
infrequent tumor entity are discussed.

Case Report

A healthy 5-year-old child presented with a painless left
infra-auricular swelling, which had been present for about
2 years [Figure 1]. Clinical examination revealed an oval,
firm, nontender mass, which was not adherent to the
overlying skin in the left parotid gland region and which
showed normal facial nerve function. No other abnormality
was detected in the patient. FNAC revealed a benign lesion
with pleomorphic features. The lesion was considered as
a benign parotid gland lesion. During surgery and after
identifi cation of the main trunk of the facial nerve, the
superfi cial part of the parotid gland was started to be
removed. A single large mass of 6 cm x 3 cm incorporating
the upper division of the facial nerve was observed. After
removal of the superfi cial part of the parotid gland, a
large mass incorporating the superior division of the facial
nerve was observed [Figure 2]. Dissection of the mass
from the facial nerve failed, so the nerve portion, which
was involved in the mass (buccal branch of the facial
nerve), was inevitably sacrifi ced. The fi nal histopathology
revealed a neurofi broma of the facial nerve. Incomplete
left side facial nerve paralysis was observed immediately
postoperatively.

Histopathological examination showed proliferation of all
elements of nerve which include axons, Schwann cells,
and fi broblasts.’) Neurofi bromas are characterized by
relatively scant, haphazard arrangement of delicate spindle
cells among a loosely textured collagenous matrix and may
also incorporate nerve fi bers within the tumor.

Discussion

Primary neurogenic tumors of the facial nerve are
uncommon and these tumors, which arise from Schwann
cells, include the more common schwannoma while

Figure 2: Post-operated specimen of left parotid gland

the exceedingly rare neurofibroma mostly affects the
intratemporal part compared to the intracranial and
intraparotid parts, which are much less affected.[!

Neurofibromas may occur most commonly as a part of Von
Recklinghausen’s disease (NF1),[" which is a relatively
common genetic disorder that is inherited in an autosomal
dominant pattern with a wide range of expression. The
major features of NF1 include multiple neural tumors,
“café au lait” spots, and Lisch nodules.”®! The case reported
in this current study was single without any detected NF1
features.

Malignant  transformation of neurofibromas is
uncommon. Malignant transformation has been reported
in 10%-15% of plexiform neurofibromas, but it is
more common in patients whose neurofibromas arise
in the setting of NF1 and patients with deeply seated
neurofibromas.P-!!

Intraparotid neurogenic neoplasm is difficult to be
diagnosed correctly preoperatively.!'>"®! This was the
condition present in this case as no preoperative diagnosis
was made but rather an intraoperative suggestion from
relation to facial nerve was made and proven through
postoperative histopathological examination.

Management of neurogenic tumors of the intraparotid
facial nerve is controversial unlike schwannomas which
tend to displace nerves and thus allow nerve preservation.
Neurofibromas, however, incorporate the nerves and
are generally resected en bloc with the involved
nerve.'"¥ Therefore, in this case, neurofibroma was removed
completely with the involved nerve with successful
immediate nerve repair.

Conclusion

Neurofibroma should be considered as the diagnosis in a
patient with a parotid mass even with benign preoperative
criteria on examination, computed tomography, and FNAC.
We believe that every effort should be done preoperatively
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to diagnose it properly. However, in cases in which
diagnosis is performed intraoperatively, excision of part
of the nerve with the mass will be inevitable; however,
immediate repair of the facial nerve could be accomplished
by end-to-end anastomosis with good recovery of function
during the course of follow-up.
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