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A Case of Neurofibroma of the Cervical Region
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INTRODUCTION
Neurofibroma accounts for nearly half of all benign

nerve sheath tumors found in the head and neck region��.
Plexiform neurofibroma is a poorly circumscribed, diffuse
enlargement of neural sheets that typically involves major
nerve trunks of the head and neck region because of the
rich innervation of this area��. This report describes a pa-
tient with neurofibroma in the cervical region and the sur-
gical techniques to approach the upper parapharyngeal re-
gion are discussed.

CASE
On December�,����, a�	-year-old woman consulted

our hospital with a chief complaint of a cervical swelling
that had continuously increased over many years. The pa-
tient complained of dysphasia and nocturnal dyspnea dur-
ing the recent few months. The swelling extended from
the right neck to the retromandibular region and a mov-
able elastic hard mass was palpable beneath the normal
skin. Multiple café-au-lait spots and diffuse small peduncu-
lated nodules were also found over the whole body�Fig. �
A, B�.
Incision biopsy was performed and the specimens were
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Fig.�A: Swelling in the right cervical area. Fig.�B: Multiple café-au-lait spots and diffuse plexiform neurofi-
bromatosis were also noted in the lumbar region.
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submitted for histopathologic examination. The micro-
scopic appearance of the specimen showed spindle-shaped
cells intermingled with a fibrillar stroma. According to
these clinical symptoms and histopathological findings, the
diagnosis was neurofibroma due to von Recklinghausen�s
disease.
CT scans showing a well-circumscribed mass with soft

tissue density, measuring��������mm. Anterior dis-
placement of the carotid artery and internal jugular vein
�Fig.��, and stenosis of the hypopharyngeal cavity were
observed�Fig.��.
MRI showed that the top of the tumor extended into the
jugular foramen�Fig.��. On angiographic findings, the tu-
mor did not contain any branch of the right carotid artery
�Fig.�A, B�.
On March�,����, surgical resection of the tumor was

performed under the clinical diagnosis of neurofibroma as-
sociated with von Recklinghausen�s disease. Cervical inci-
sion was used to approach the tumor�Fig.	�. The entire
mass was exposed after the skin flap was raised and re-
tracted anteriorly. The posterior belly digastric muscle
was removed from the hyoid bone. The sternocleidomas-
toid muscle was found at the posterior edge of the tumor
mass, and internal jugular vein, carotid artery and vagus

nerve ran through the superficial surface of the tumor
mass�Fig.�A�. The tumor mass was not adherent to the
surrounding tissue and could be remove easily�Fig.�B�.
Internal jugular vein, carotid artery, accessory nerve, hy-
poglossal nerve and vagus nerve were preserved. The
histopathological diagnosis was neurofibroma based on a
section from the tumor showing bundles of spindle-shaped
cells within a delicate stroma without signs of malignancy
�Fig.��.
Stenosis of the hypopharyngeal cavity improved postop-

eratively�Fig.
�, but jugular foramen syndrome appeared

Fig.�: MRI findings. The top of the tumor grew into the jugular
foramen.

Fig.�: CT findings. CT scans showing a well-circumscribed
mass with soft tissue density.
Anterior displacement of the carotid artery and internal
jugular vein was noted.

Fig.�A, B: Angiographic findings. The tumor did not contain
any branch of the right carotid artery.

Fig.�: CT findings. Stenosis of the hypopharyngeal cavity was
observed.
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as a postoperative complication�Fig.���. Many neurologi-
cal manifestations such as hoarseness, dysphasia, misswal-
lowing, nausea and vomiting were observed. Theses neu-
rological manifestation improved within � to � months
postoperatively�Fig.���.

DISCUSSION
Neurofibroma is one of the most common benign tumors

Fig.�: Diagram of the incision for direct access to the entire le-
sion. Fig.�: Histopathological examination of the entire specimen

showed that the tumor consisted of spindle-shaped cells
with a fine collagenous stroma. There was no nuclear
atypia.

Fig.�: Postoperative CT findings. Stenosis of the hypopharyn-
geal cavity was improved.

Fig.	A, B: Excision the tumor tissue. The surgical specimen
measured�
�
����mm.

Fig.���Postoperatively, curtain sign of the soft palate was dem-
onstrated immediately.
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that arise along a nerve or nervous tissue. These lesions
may occur in peripheral nerve, soft tissue, skin or bone, and
are derived from an admixture of Schwann cells and
perineural fibroblast proliferation. Multiple lesions occur
in patients with von Recklinghausen�s disease�neurofibro-
matosis type I�. Neurofibroma is a diffuse enlargement of
neural sheets that typically involves major nerve trunks of
the head and neck region because of the rich innervation in
this area����, but in the oral cavity neurofibroma generally
forms a small, well circumscribed, but not encapsulated
mass����.
Neurofibromas are commonly treated by surgical re-

moval��. Dermal neurofibromas are not usually removed
unless they are painful or disfiguring, because there are
generally so many of them and the lesions are not danger-
ous. Removal of neurofibromas can be more difficult be-
cause they can be larger and cross tissue boundaries.
However, besides pain, plexiform neurofibromas are some-
times removed due to the possibility of malignant transfor-
mation��.
An example of these can be found in the case of isolated

giant plexiform neurofibroma involving all branches of the
common peroneal nerve, which discusses the removal of a
large plexiform neurofibroma. Sometimes plexiform
neurofibromas form in locations that make the lesion espe-
cially hard to access. Especially, surgical procedures in the
upper part of the parapharyngeal space, including the na-
sopharynx and skull base, is relatively difficult to approach
because of the presence of the carotid artery, internal jugu-
lar vein and cranial nerves. Many surgical techniques to
approach the upper parapharyngeal space have been re-
ported as follows ; Cervical Approach, Transparotid Ap-
proach, Cervical-parotid Approach, Transoral Approach,
Infratemporal Fossa Approach, Cervical Transpharyngeal
Approach, Mandibular Osteotomy, mandibular swing ap-
proach and Transmandibular Transpterygoid approach.
The lesion in this case was located in the upper parapha-

ryngeal space, and the surgical technique chosen was the
Cervical Approach because the sternocleidomastoid mus-
cle was found at the posterior edge of tumor mass, and in-
ternal jugular vein, carotid artery and vagus nerve run
through the superficial surface of the tumor mass. Using
this approach, the tumor mass was removed easily and
safely.

Stenosis of the hypopharyngeal cavity was improved
after surgery but many neurological manifestations involv-
ing the glossopharyngeal nerve, vagus nerve, accessory
nerve and hypoglossal nerve such as hoarseness, dyspha-
sia, misswallowing, nausea and vomiting were observed
�jugular foramen syndrome�. However, this syndrome im-
proved within�to�months postoperatively. For�years
postoperatively to date, the lesion has not recurred locally.

REFERENCES
	�Sumitomo S, Ohno K, Mizutani G, Ohta T, Yamada K and

Takai Y. Solitary Neurofibroma of the Mandible. ����� �
��	�

���
 ������

�;	�:	��-	��.

��Luciana SM, Michele CP, Cleverson TS and Denise TO.
Oral Plexiform neurofibroma not associated with neurofi-
bromatosis type� : case report. � ���
 �
���
���

�;��:
	��-	�
.

��Weiss SW, Goldblum JR. Enzinger and Weiss�s soft tissue
tumors.�th ed. Missouri: Mosby;�

	:				-		��.

��Lin V, Daniel S and Forte V. Is a plexiform neurofibroma
pathognomonic of neurofibromatosis type�? ��������
�
�����

�;		�:	�	
-	�	�.

��Wright BA and Jackson D. Neural tumors of the oral cavity.
A review of the spectrum of benign and malignant oral tu-
mors of the oral cavity and jaws. ���
 ���� ���
 ��� ���

�����
�	��
;��:�
�-���.

��Chrysmali E, Papanicolaou SI. Dekker NP and Regezi JA.
Benign neural tumors of the oral cavity. A comparative im-
munohistochemical study. ���
 ���� ���
 ��� ���
 ���
���
�	���;��:��	-��
.

��Tetsuo S, Takao K, Daisuke N, Takahiro K, Norio H and Fu-
mio I. Solitary neurofibroma of the oral mucosa: a previ-
ously undescribed variant of neurofibroma. � ���
 �
���
��
�

�;��:��-��.

��Devarebeke SJ, Deschepper A and Hauben E. Subcutane-
ous diffuse neurofibroma of the neck - a case report. � ���
�����
 ���
�	���;		
:	��-	��.

��Papageorge MB, Doku HC and Lis R. Solitary neurofibroma
of mandible and infratemporal fossa in a young child. Re-
port of a case. ���
 ���� ���
 ��� ���
 �����
�	���;��:
�
�-�		.

Fig.		: Three months postoperatively.
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