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Case Report / Olgu Sunumu
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Solitary plexiform neurofibroma of the buccal region
unassociated with neurofibromatosis type 1

Norofibromatoz tip 1 ile iligkili olmayan bukkal bélgenin
izole pleksiform ndrofibromu
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Neurofibroma is a benign neural tumor. Plexiform
type of this tumor is rarely seen in oral cavity in
solitary form. In this article, we present an 18-year-old
male case with an isolated plexiform neurofibroma
localized at buccal region without any other
manifestation or family history of neurofibromatosis
type 1.
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Noérofibrom, benign néral bir timérdir. Bu tdmu-
rin pleksiform tipi, nadiren tek basina oral kavi-
tede goérilmektedir. Bu yazida nérofibromat6z
tip 1’in diger bulgulari veya aile éyklsi olmadan,
bukkal bdlgede izole olarak ortaya cikan pleksi-
form nérofibrom izlenen 18 yasinda erkek bir olgu
sunuldu.

Anahtar Sézclikler: Bukkal bdlge; norofibrom; nérofibro-
matozis; oral kavite; pleksiform; izole.

A neurofibroma is a poorly-circumscribed benign
tumor arising from neurons and perineural
cells.!!' The most commonly-affected site is the
trunk, followed by head, neck and limbs. Although
the head and neck region is often affected™
because of diffuse neural innervation of this
area,” neurofibromatosis (NF) is rarely seen in
the oral cavity. We describe a solitary plexiform
neurofibroma of the buccal region in an 18-year-
old male with no other manifestation or family
history of neurofibromatosis type 1 (NF1) and
discuss the importance of differentiating between

solitary and NF1 - associated solitary or multiple
neurofibromas.

CASE REPORT

An 18-year-old male was referred to our ear nose
throat (ENT) clinic with a mass in the right cheek
of approximately 10-12 years’ duration. There had
been mild pain for six months but no paresthesias
or numbness. There was no history of trauma,
regression or enlargement in size or any discharge.
The mass did not cause any aesthetic problem and
was not obvious on inspection. A 3.5x1.5x2 cm
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firm, nontender, mobile, nonpulsatile mass was
palpable. Ultrasonography (USG) confirmed a
3x2x2 c¢m solid, well defined subcutaneous mass
anterior to the masseter muscle. The rest of the
medical history was unremarkable and routine
laboratory tests were within normal limits. Fine
needle aspiration (FNA) biopsy suggested an
epidermoid cyst. The patient underwent surgical
excision of the mass under local anesthesia.
Histopathological and immunohistochemical
analysis revealed multinodular lesions composed
of spindle-shaped schwann cells aligned in a
plexiform manner, forming bundles embedded in
a loose myxoid stroma (Figure 1, 2). The diagnosis
was plexiform neurofibroma. The patient had no
family history of NF1. On physical examination,
no other cutaneous and subcutaneous lesions were
found. Neurological assessment was normal and
no lesions were found on magnetic resonance
imaging (MRI) scan of the brain. Lisch nodules
were not noted on eye examination. As a result,
we diagnosed a solitary plexiform neurofibroma
of the buccal region without NF1. The patient was
discharged uneventfully and no recurrence was
seen during one-year follow-up.

DISCUSSION

Benign nerve sheath tumors may be divided into
neurofibromas and schwannomas.® Schwannomas
arise from schwann cells. They are usually solitary
and encapsulated. Neurofibromas originate

from schwann cells and fibroblasts.!! They are
nonencapsulated and can be solitary or multiple.
They may occur as a part of the syndrome of NF1"
of which they are the most common benign tumors.
Neurofibromatosis is the term used to describe a
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Figure 1. Multinodular pattern of schwann cells (H-E x 40)
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group of genetic disorders that primarily affect the
cell growth of neural tissues. The most common
form is NF1, often known as Von Recklinghausen'’s
Disease. This accounts for about 90% of cases. It
is one of the most common autosomal dominant
inherited disorders with an incidence of one in
3000 births. The National Institutes of Health
(NIH) Consensus Development Conference has
proposed the criteria for diagnosis of NF1 in
1988.4 The diagnostic criteria for NF1 are met
if a patient has two or more of these features.
Using NIH criteria, a diagnosis of NF1 can be
made in 94% of patients by age six years. This
rate is 100% by age 20. There is a positive family
history in half of patients and the remaining
represent spontaneous mutations.”! Three types of
neurofibromas exist: cutaneous, subcutaneous and
plexiform. Plexiform neurofibroma is an unusual
variant of the common neurofibroma.” Cutaneous
and subcutaneous varities are not specific for NF1.
Some studies and several respected textbooks
published after 1990 have claimed that the multiple
plexiform neurofibroma is pathognomonic for
NF1.%¢ Plexiform neurofibroma is uncommon and
occurs almost 5-15% of patients with NF1. But
there are few articles that report the occurrence
of solitary plexiform neurofibroma affecting
peripheral nerves without any other stigmata of
NF1, as in our patient?'4 Neurofibromas are
most commonly skin lesions that are rarely seen
in the oral cavity."! Also, neurofibromas associated
with NF1 are generally encountered as multiple
lesions and rarely occur alone in the oral cavity.
The real frequency of isolated neurofibromas
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unassociated with neurofibromatosis in the oral
cavity is uncertain, but these tumors have been
described in the tongue,"71*1 buccal mucosa,™
floor of mouth™ lipsi® gingiva,"®l palate, major
salivary glands' and mandible.**® The tongue is
the most commonly involved site.

Plexiform neurofibromas may appear in
a wide variety of sites including the trunk,
limbs, head, neck, spinal cord, mediastinum,
and abdominal viscera. Plexiform neurofibromas
especially involve smaller branches of large
nerves. In the head and neck, they most commonly
involve the fifth cranial nerve, particularly the
first and second divisions.

The natural history of plexiform neurofibroma
may vary significantly; some lesions may be silent
for many years, while others may grow rapidly,
especially during puberty and pregnancy. They
can cause cosmetic and functional deformities
in the head and neck region. These tumors are
known to cause symptoms ranging from minor
discomfort to extreme pain. It is important to
differentiate these tumors from schwannomas
because neurofibromas have a potential of
malignant transformation reported between
5-25% and malignant transformation of these
benign tumors are the main cause of death in
NF1 patients.?

Magnetic resonance imaging or CT gives useful
information about the limits and extension of
tumor. Although FNA has become an important
technique in preoperative diagnosis of head and
neck masses, the difficulty in obtaining adequate
cellular smears for cytology in soft tissue can make
he cytodiagnosis difficult or non-diagnostic as an
our patient.

Surgery is the treatment of choice for these
tumors due to the risk of malignant transformation,
but complete resection might be difficult because
of invasion into the surrounding soft tissue.
Neurofibromas have extensive vascularity and
tend to bleed during surgery. Therefore excessive
bleeding should be kept in mind while attempting
surgical removal. We were able to excise the mass
totally without any complication. The consistency
of the lesion has been compared to that of a bag
of worms because of the presence of soft areas
interspersed with firm nodular areas and this very
consistency was well appreciable in our patient.
On microscopy, plexiform neurofibromas have
a loose myxoid background, multiple relatively
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well-demarcated fascicles of spindle-shaped nerve
cells; mostly immunoreactive for S-100 protein.'

In conclusion, neurofibromatosis type 1
involves many structures of the head and neck
region including the oral cavity, and ENT
surgeons should be familiar with the diagnosis.
In addition, rare cases of solitary plexiform
neurofibroma may be detected unassociated with
NF1. In this study we found only two previous
reports of solitary plexiform neurofibroma in
the buccal region making ours a very rare case.
It emphasizes that plexiform neurofibroma may
occur in the oral cavity as a solitary tumor in
patients with no family history or other features
of NF1. Detailed history, systemic examination
and radiologic studies are necessary to diagnose
solitary plexiform neurofibroma and exclude NF1.
We should also remember that young patients
may show other features of NF1 as they age.
Therefore the patients should be examined and
evaluated periodically.

Declaration of conflicting interests

The authors declared no conflicts of interest
with respect to the authorship and/or publication
of this article.

Funding

The authors received no financial support for
the research and/or authorship of this article.

REFERENCES

1. Lin V, Daniel S, Forte V. Is a plexiform neurofibroma
pathognomonic of neurofibromatosis type I?
Laryngoscope 2004;114:1410-4.

2. Benign tumors of peripheral nerves. In: Weiss SW,
Goldblum JR, editors. Enzinger and Weiss’s soft tissue
tumors. 4th ed. St Louis: Mosby Inc; 2001. p. 1111-207.

3. Gallesio C, Berrone S. Schwannoma located in the
tongue. A clinical case report. Minerva Stomatol
1992;41:583-90. [Abstract]

4. Neurofibromatosis. Conference statement. National
Institutes of Health Consensus Development
Conference. Arch Neurol 1988;45:575-8.

5. Poyhonen M, Niemela S, Herva R. Risk of malignancy
and death in neurofibromatosis. Arch Pathol Lab Med
1997;121:139-43.

6. Farmer ER, Hood FH. Pathology of skin. Norwalk, CT:
Appleton and Lange; 1990. p. 795.

7. Guclu E, Tokmak A, Oghan F, Ozturk O, Egeli E.
Hemimacroglossia caused by isolated plexiform
neurofibroma: a case report. Laryngoscope 2006;
116:151-3.

8. Marocchio LS, Pereira MC, Soares CT, Oliveira DT.
Oral plexiform neurofibroma not associated with
neurofibromatosis type I: case report. J Oral Sci
2006;48:157-60.



Solitary plexiform neurofibroma of buccal region

10.

11.

Goémez-Oliveira G, Ferndndez-Alba Luengo J, Martin-
Sastre R, Patifio-Seijas B, Lépez-Cedrin-Cembranos
JL. Plexiform neurofibroma of the cheek mucosa. A
case report. Med Oral 2004;9:263-7.

Giineri EA, Akoglu E, Siitay S, Ceryan K, Sagol O,
Pabugcuoglu U. Plexiform neurofibroma of the tongue:
a case report of a child. Turk J Pediatr 2006;48:155-8.
Sirinoglu H, Bayramicli M. Isolated plexiform
neurofibroma of the tongue. ] Craniofac Surg
2010;21:926-7. doi: 10.1097/SCS.0b013e3181d7ae5a.

12. Alatli C, Oner B, Untir M, Erseven G. Solitary plexiform

13.

14.

15.

245

neurofibroma of the oral cavity A case report. Int J
Oral Maxillofac Surg1996;25:379-80.

Marocchio LS, Oliveira DT, Pereira MC, Soares CT,
Fleury RN. Sporadic and multiple neurofibromas in
the head and neck region: a retrospective study of 33
years. Clin Oral Investig 2007;11:165-9.

Derekdy S, Sefali M. Plexiform neurofibroma of the
submandibular gland. ] Laryngol Otol 2000;114:643-5.
Regezi JA, Sciubba ]J, Jordan RC. Connective tissue
lesions. In: Oral pathology. 4th ed. Missouri: Saunders;
2003. p. 457-61.



