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Locations: Report of Two Cases
in Teenage Girls
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ABSTRACT

Solitary neurofibromas are rare occurrence in salivary gland region as well as mons pubis of females. We present two cases of teenage girls
with swelling in parotid region and mons pubis. Fine needle aspiration cytology was inconclusive in both cases. They were both managed
surgically and a diagnosis of neurofibroma was ascertained histopathologically and also confirmed with S-100 immunohistochemistry.
The patients were followed up for a period of six months, however, no recurrence was noted. Though, one patient had a previous
history of recurrence. We report these cases in view of their rarity of site and age as well as no correlation with neurofibromatosis and
clitoromegaly.
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CASE REPORT 1

A 15-year-old teenager girl presented to the surgery outpatient
department with complaint of swelling over the left parotid region
for 1.5 years, which was slowly progressive in nature. Further she
gave a history of previous such swelling which was of four months
duration and excised two years back (diagnosed as a benign nerve
tumour). On examination, the current swelling was 3x2 c¢cm in size,
present below the ear lobule in the left parotid region. It was ill
defined, non-tender and freely mobile with normal looking overlying
skin. There was no intraoral swelling or defect in salivary secretions.
There was no family history or other swellings over the body or
associated signs and symptoms suggestive of neurofibromatosis or
facial nerve compromise.

Fine Needle Aspiration cytology was inconclusive. The lesion was

suspected clinically to be pleomorphic adenoma and superficial ) Shows skin with underlying area of neurofioroma (H&E x 40), b)
parotidectomy was carried out Sparing the facial nerve. No Shows part of normal attached parotid gland (H&E x 40), c) Shows fibrous tissue

. . ) ) . with interspersed nerve bundles (H&E x 40), d) Shows S-100 positive nerve bundle
rad|0|09lcal |nvest|gat|ons were done. (arrow) within the neurofibroma (S-100 immunostain x 400)

The specimen received for histopathology was irregular, greyish
brown in colour and measured 5 x 4 x 2 cms. On microscopic exam-
ination, the sections showed normal serous parotid glands and acini
arranged in lobules, part of skin and underlying subepithelial tissue
with a subcutaneous circumscribed growth, comprising of abundant
fibrous tissue and scattered nerve bundles. Immunohistochemistry
for S-100 showed positivity for the nerve bundles admixed with the
fibrous tissue of the tumour mass [Table/Fig-1].

Hence, a final diagnosis of neurofibroma (NF) of the parotid region
was rendered.

CASE REPORT 2

A 15-year-old female patient presented with a swelling over the
external genitalia since one year, which was gradually progressive.
On examination, the swelling was 1x1 cm in size, well defined, firm,

immobile, non-tender and located over the mons DUbiS. The lesion [TI'abIe/Fig-2]: a) Shows skin with undgr.lying proliferating fibrous as We\l a§ neural
L . . . . . tissue (H&E x 40), b) Shows S-100 positive nerve bundle (arrow) running within the

was clinically suspected to be a benign cyst, in view of its location. tumour (S-100 immunostain x 400)

No associated skin pigmentation, clitoromegaly, any other swellings

or family history for neurofibromatosis was elicited. encapsulated lesion beneath the epidermis, composed of randomly

FNAC was inconclusive, while radiological examination was not  distributed population of spindle shaped Schwann cells and
carried out. The lesion was excised and sent for histopathological ~ fibroblasts in the loosely textured connective tissue. The lesion
examination. The specimen received was skin covered and greyish ~ entrapped few hair follicles at places.

white in colour, measuring 1.5x1cm with a solid grey-white cut  Immunohistochemistry was positive for S-100 in the scattered
surface. Microscopic examination revealed a circumscribed un-  Schwann cells. Thus, a final diagnosis of NF was made [Table/Fig-2].
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OUTCOME AND FOLLOWUP

The postoperative recovery of both the patients was satisfactory
and follow up has been uneventful since last six months.

DISCUSSION

Neurofibroma (NF) is a benign well-differentiated nerve sheath
tumour. They may be solitary or multiple, sporadic or associated
with neurofibromatosis | or Il syndromes [1,2]. It is a slow growing
tumour which is usually asymptomatic and unlike schwannoma, NF
is intimately attached to the nerve of origin. NFs show autosomal
dominant pattern. The systemic and hereditary factors are absent
in the solitary type and the malignant transformation is extremely
low [3]. The diagnostic criteria for Neurofibromatosis 1(NF1) include
family history, six or more café-au-lait macules, multiple NFs, Lisch
nodules, tumour on the optic nerve and skeletal abnormalities, of
which two must be present in a patient to be diagnosed as NF1. Al
of these features were absent in both our cases.

Radiological investigations and FNAC may not be very helpful
for diagnosis. The rarity of positive cytology may be secondary
to the adhesive nature of cells in such tumours [4]. Definitive
diagnosis requires histopathological confirmation, which shows an
unencapsulated tumour invading surrounding soft tissue structures
including the nerve of origin. Microscopy reveals proliferation of all
elements of nerve including axons, Schwann cells and fibroblasts.
Immuno-reactivity for S-100 protein, neuron specific enolase, and
vimentin is characteristic [5]. Treatment is surgical removal of the
tumour.

Solitary NFs are uncommonly seen in the head and neck region
[6]. Moreover, NFs arising in the salivary glands are very rare and
constitute only 0.4% of all salivary neoplasms [7]. Even rarer is to
find a NF arising within the parotid gland [1], where pleomorphic
adenoma is considered to be the most common benign tumour
with a high clinical suspicion, as was the case with our patient.
Extratemporal facial nerve origin of NF is commonly expected in
patients with intraparotid NF [8].

The lesion in our case was intraparotid and recurrent. It was clinically
suspected to be a pleomorphic adenoma. However, the patient was
confirmed to have intraparotid NF and thus a suspicion of origin
from extratemporal facial nerve was high.

NFs of the vulvar and genital region of females constitute around
5% of all benign vulvar lesions [9]. Amongst the vulvar NFs majority
are associated with Von Recklinghausen’s disease (unlike our case)
[10]. The common sites are vulva, clitoris (with clitoromegaly) and
labia [11].

Neurofibromatosis as well as solitary NFs within the female genital
tract is uncommon and only few reports are available in literature
[12]. Detailed examination of genitourinary tract should ideally be
carried out, but was not done in our case due to lack of clinical
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suspicion. Solitary Vulvar NFs involving labia, clitoris and vestibule
have been reported in literature, but none of them has been reported
over the area of mons pubis especially, in a teenage girl [12-14].

Benign wvulval tumours are less common than malignant ones,
moreover, NF, lymphatic tumours, vascular aneurysm are even rarer.
There was no association with neurofioromatosis or urinary tract
involvement in our case and no evidence of precocious puberty or
clitoral enlargement unlike, those reported in literature [10,11,15].
Fortunately, there were no areas of malignant change and the
excisional biopsy was considered to be therapeutic in our case, as
usually is the case. However, the patient has been kept on follow up
to look for recurrence.

CONCLUSION

Solitary NFs are rare in teenager girls, especially in the parotid gland
and the mons pubis. They may mimic other benign tumours or
cysts and it is not always possible to suspect these cases during
preoperative evaluation. Histopathology alone provides a definite
diagnosis. Ruling out a possibility of neurofibromatosis in these
cases is essential for patient management. More important is to
follow up the patients for recurrence.
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