Neurofibroma: A Rare Case of Vulva Tumour
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Abstract:

Vulva tumors are neoplasms of the vulva that occur in small percentage (3%) of female genital cancers which

can be benign or malignant or vulva cancer. Vulva neoplasms are divided into cystic or solid lesions and other
mixed types. The most common benign tumors of the vulva are fibromas, papillomas, lipomas, angiomas, and
others. A young woman, 25 years old, came to Bintang Amin Hospital OBGYN clinic, complaining of a huge
mass in the front area of left labia major from one year before. She never had any examination before and felt
the mass become larger and caused pain and obstacle in her daily activity. We found a huge pedunculated
tumor, size 9 x 6 x 1.5 cm. After excision and pathological examination, we diagnosed the patient with benign
neurofibroma and suggested follow up if another lesion or tumor occur.

1 INTRODUCTION

Vulva tumors are neoplasms of the vulva occur in
small percentage (3%) of female genital cancers
which can be benign or malignant or vulva cancer.
Vulva neoplasms are divided into cystic or solid
lesions and other mixed types. Epithelial and
mesenchymal tissue are the origin of vulva tumors.
Vulva tumors are generally a rare disease encountered
in gynecological clinical practice, especially in the
elderly young. Vulva tumors, more often occur in the
labia majora and rarely in the labia minora, clitoris,
vestibule and commissure posterior. The most
common benign tumors of the vulva are fibromas,
papillomas, lipomas, angiomas, and others.

2 CASE PRESENTATION

Patient complained of a lump on the labia major
sinistra. accompanied by itching. The lump is the size
of a duck egg (sagging) about 8cm. The lump has
been felt for about 3 years. The mass caused.
Obstacles when she sits, walks or even does daily
activity. The patient claimed to have no history of
other diseases such as asthma, hepatitis, hypertension,
DM, and heart disease. The patient's family has no
history of diseases such as asthma, hepatitis,
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hypertension, DM, heart disease and lung disease.
(Figure 1)

Figure 1. Mass of Vulva.

We diagnosed her with suspected benign vulva
tumor and suggested for excision and pathologinal
examination, The differential diagnosis were
angiomyxoma, malignant peripheral nerve sheath
tumor, neurofibroma, perineuroma, dermatofibroma,
schwannoma, dermatofibrosarcoma protuberans, and
ganglioneuroma. We performed an excision with
spinal anesthesia at October 21ST 2023. We managed
the wound and treated patient with analgetic. The
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pathological examination showed the tissue was
surrounded intact keratinized epidermis with fibrous
mesenchymal stroma and vessels and many benign
nerve bundle, suggesting neurofibroma. (Figure 2)

PATOLOGI ANATOMI
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Figure 2. Histopathology result.

3 DISCUSSION

Neurofibroma is the most common benign tumor of
the peripheral nerve sheath. It often presents as a soft,
skin-colored papule or small subcutaneous nodule,
arising from the endoneurium and connective tissue
of the peripheral nerve sheath. Neurofibromas are
composed of Schwann cells, fibroblasts, perineural
cells, and mast cells with a variable myxoid
background. (Burger et al, 2002; Tamer et al, 2003)

Isolated neurofibromas of the female genital tract
are very rare and mostly associated with
neurofibromatosis. Neurofibromas are a disease of
the peripheral nervous system and most commonly
occur in the extremities. Among the female genital
tract, neurofibromas most commonly affect the vulva,
clitoris, and labia but are rarely seen in the vagina,
cervix, endometrium, myometrium, and urinary tract.
(Gordon et al, 1996) The vulva is the most frequent
genital location, but it has rarely been reported in the
context of the vagina, uterine cervix, or ovaries.
Despite its rarity, neurofibroma is a neoplasm that
should be considered in the differential diagnosis of
pelvic masses, especially in patients with
neurofibromatosis. The solitary lesions are rare and
usually, they are not associated with any systemic
symptom.

Neurofibromas are categorized as cutaneous
neurofibromas, intraneural neurofibromas, massive
soft  tissue  neurofibromas, and  sporadic
neurofibromas or those associated with

neurofibromatosis 1. Solitary lesions are rare and
usually not associated with any systemic symptoms.
(Mourali et al, 2009) About 90% of cases occur
sporadically, while the remaining cases are associated
with neurofibromatosis type 1 or 2. Mutations in the
NF1 gene cause neurofibromas. There are three main
types of neurofibromas: localized (most common),
diffuse, and plexiform. Although most neurofibromas
occur sporadically and have a very low risk of
malignant transformation, the plexiform type is
pathognomonic for neurofibromatosis type 1 (NF 1).
This disease increases the risk of malignant transfo A
rare benign tumor called angiomyofibroblastoma
typically develops in the vulva. A lipoma, Bartholin
cyst, or severe angiomyxoma could be the differential
diagnosis. (Sims and others, 2012) The preferred
course of action is straightforward complete excision,
which is typically curative. The lower female genital
tract (FGT) is home to a variety of mesenchymal
cancers, such as cellular angiofibroma (CAF),
angiomyofibroblastoma (AMFB), and aggressive

angiomyxoma (AAM).
In 2022, Haroon et al. With a few minor
histological =~ variations,  these  tumors are

histologically formed of stromal cells intermingled
with vasculature. Because of the variations in the
prognosis, a precise diagnosis of these malignancies
is crucial. Verrucous carcinoma resembles
cauliflower-like growths resembling genital warts
and is a subtype of aggressive squamous cell vulva
cancer.

The majority of women who have invasive vulva
cancer will experience symptoms. If there is a region
of the vulva that appears abnormal—that is, lighter or
darker than the surrounding normal skin—or appears
red or pink, we need to be aware of it. It's also
important to observe any lump or bump, which may
be red, pink, or white, feel thick or rough, or have a
surface resembling a wart. Additional symptoms to
take into account include thickening of the vulva skin,
itching, soreness, or burning, bleeding or discharge
that is not associated with a typical menstrual cycle,
and an open sore (particularly if it persists for more
than a month). Vulva melanomas might be white,
pink, red, or any other color; however, the majority
are black or dark brown. Although they are present
throughout the vulva, the majority of them are on the
labia majora or minora or in the vicinity of the clitoris.
(Dobrica et al. 2021)

Patient should be advised to visit if a new lesion
appeared and the treatment was deemed enough.
Physical examination and/or excisional biopsy along
with microscopic inspection are frequently used in the
evaluation of isolated superficial lesions. To

256



ICOMESH 2023 - 15T International Conference On Medical Science and Health

determine the degree of involvement, prepare for
surgical excision, and submit larger lesions to the
pathology department for histology, further biopsy
and/or CT/MRI imaging may be necessary.

Complete surgical excision is the preferred in
most situations, and local recurrence is quite
uncommon. There are still no substitute treatments
available for cutaneous neurofibromas. When
comprehensive surgical excision is not feasible due to
diffuse or plexiform neurofibromas, the lesion is
frequently completely removed for esthetic or
symptomatic relief. The clinical practitioner may
decide to monitor these patients for rapid growth or
recurrence. With varying degrees of success,
interferon-alpha has been investigated as an adjuvant
treatment for plexiform neurofibromas. (Legius et al,
2021).

The following minor complications are linked to
surgically excising the lesion and are commonly
connected with localized neurofibromas: discomfort,
hemorrhage, scarring, and local infection.
Complications with plexiform lesions stem from the
inherent dangers associated with surgery and, in rare
instances, from the inability to remove the lesion
entirely. There is a higher chance of malignant
development into malignant peripheral nerve sheath
tumors in patients with NF1 and chronic lesions.
(Legius et al, 2021).

4 CONCLUSIONS

Vulva tumors are generally a rare disease encountered
in gynecological clinical practice, especially in the
elderly young. Vulva tumors, more often occur in the
labia majora and rarely in the labia minora, clitoris,
vestibule, and commissure posterior. The most
common benign tumors of the vulva are fibromas,
papillomas, lipomas, angiomas, and others. Despite
its rarity, neurofibroma is a neoplasm that should be
considered in the differential diagnosis of pelvic
masses, especially in patients with neurofibromatosis.
The solitary lesions are rare and usually, they are not
associated with any systemic symptom.
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