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Abstract

Abrikossoff’s tumor or granular cell tumor is a rare soft and usually benign
tissue neoplasm of neural origin. It occurs usually in the neck region or in the
head. About 16% occur in the vulva. Some malignant cases have been re-
ported in literature. Granular cell tumor was described first by Abrikossoff in
1926. The histogenesis of granular cell tumors is unknown. The clinical diag-
nosis of vulvar granular cell tumor is difficult. It may be mistaken for Bartho-
lin gland cyst, lipoma or vulvar carcinoma when ulcerated. Histology is the
mainstay of the positive diagnosis. Imagery is not essential for the diagnosis of
Abrikossoff’s tumor. It is asked when the neoplasm is giant, or when there is a
local recurrence or potential metastasis. Surgery is the gold standard treat-
ment of Abrikossoff’s tumor. It consists of local excision with wide margins.
Prognosis of granular cell tumor is usually good. Authors report a 25-year-old
woman presented with an ulcerate tumor on the labium majus. The objective
of this paper is to review the clinical and therapeutic aspects of Abrikossoff’s
tumor located in the vulva from case report and literature review.
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1. Introduction

Abrikossoff’s tumor also known as granular cell tumor is a rare neoplastic skin

and soft tissue neoplasm of neural origin. It usually occurs in the head or the
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neck region. Five to sixteen percent occur in the vulva. Histology is important
for the diagnosis. This tumor is generally benign, solitary and small nodule
palpable on the skin surface. Abrikossoff’s tumor in the perineal area is reported
at vulva, cervix or ovary level. Only 1 to 3% of granular cell tumor is malignant
with local infiltration, recurrences and visceral metastasis. Although uncommon,
Abrikossoff’s tumor of the vulva should be included in the differential diagnosis
of nodular vulvar lesions and malignant neoplasms especially when ulcerated.
The treatment of choice is large surgical excision. When the tumor is not com-
pletely removed, there is a high risk of local recurrence [1] [2] [3]. We report the
case of a 25-year-old patient who presented with an ulcerated tumor of the vul-
va. The aim of this article is to report medical history and treatment of a granu-

lar cell tumor of the vulva in a young woman and literature review.

2. Case Report

A 25-year-old black woman presented with a large and painful tumor on her left
labium majus, which appeared two years ago. During her last pregnancy, she no-
ticed an increase in the size of the lesion and a surface ulceration as well as de-
veloped three another new lesions, two on the left labium majus and one on the
right. Ulceration and pain motivated the young woman to consult the Obstetrics
and Gynecology Department six month after delivery. Examination revealed a
large ulcerated and indurated tumor of the vulva of 4 x 3 cm in diameter on the
left labium majus. This tumor was associated to three skin colored subcutaneous
indurate and painless nodules (Figure 1).

Biopsy specimen of the ulcerated lesion established the diagnosis of an Abri-
kossoff’s tumor of the vulva. The histologic appearance showed diffuse large
ranges of cells with elongated and polygonal form, granular eosinophilic and
abundant cytoplasm and a rounded or oval nucleus with small nucleolus. Cells
did not show cytonuclear atypia (Figure 2).

The staging of this vulvar tumor by chest X-ray, thoracic and abdominal CT
scan did not show any metastasis. The patient undergone a partial vulvectomy

Figure 1. Ulcerated left vulvar tumor.
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Figure 2. Polygonal cells with granular eosinophilic cytoplasm (HE x 200).

Figure 3. Surgical tracing for partial vulvectomy.

Figure 4. Partial vulvectomy, final appearance.

(Figure 3) carrying all the lesions (Figure 4). After a follow-up of more than
three years, the patient is doing well (Figure 5).
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Figure 5. Appearance six months after surgery.

3. Discussion

Abrikossoff’s tumor is usually solitary, subcutaneous or soft tissue lesion of var-
ious sizes appearing most frequently on the head, the neck, or the tongue, but it
is also described anywhere on the body. Clinical presentation is usually of firm
nodule. It occurs more frequently in adult black female [1] [2] [3] [4]. The size
ranges frequently from 0.5 cm to 3 cm in diameter. Lesions may be multiple in
10%. Abrikossoff’s tumor is generally slow growing and takes years to increase
by 1 cm. As reported in our patient, it may increase rapidly in size during preg-
nancy. Granular cell tumor may occur in children or adult men. It is most
common in the third and fourth decade of life. Benign forms of Abrikossoff’s
tumor are more common in young patients. This is particularly the case with our
patient. Malignant forms are more common in elderly patients [1] [4] [5].

Histogenesis of Abrikossoff’s tumor remains uncertain. Most authors em-
phasize the theory of neural origin. This hypothesis is strengthened by the im-
mune-histochemical expression of S-100 protein, neuron-specific enolase, Leu7
(CD57) and myelin basic protein in granular cells [1].

Granular cell tumor presents with dermal or subcutaneous nodule that is firm,
asymptomatic or little painful or pruritic and slow growing. It may be nor-
mochromic or reddish-brown, occasionally exhibiting ulceration or verrucous
surface. Our patient had an ulcerated lesion and three subcutaneous nodules that
appeared successively. The lesion is clinically unspecific. Diagnosis is based on
histology [5]. Abrikossoff’s tumor can occur anywhere on the body. More than
half are found on the head and the neck area especially on the tongue. The most
common perineal tumor occurs on the vulvar area. Between five and 16% of Ab-
rikossoff’s tumor occur in the vulva. Vulvar lesions appear usually on the la-
bium, but other sites as perianal, perineal, clitoral or mons pubis have been re-
ported [1] [3] [5]. The tumor usually presents as non-tender nodule and is typi-
cally smaller than 3 cm. It occurs mostly as a solitary mass, but in 3% to 16% le-

sions are numerous and SYIIChI'Ol’lOllS.
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Malignancy is rare. It occurs in 1% to 3% of cases. Metastases are reported in
lung and brain. The predictive clinical features of malignant behavior are in-
creased size tumor more than 5 cm, advanced age at diagnosis and local recur-
rence. The predictive histological features of high risk of malignancy are in-
creased mitotic activity, tumor necrosis, large nucleoli, prominent spindling,
high nuclear/cytoplasmic ratio and pleomorphism. The immune-histological
criteria of malignant behavior are p53 expression and Ki67 positivity [1] [3] [4].
Our patient had no clinical or histological signs of malignant behavior.

Differential diagnosis in the vulvar region includes Bartholin gland cyst, lipo-
ma, papilloma, hidradenoma, fibroma and vulvar carcinoma for ulcerated forms
[6]. In our patient we suspected vulvar cancer.

Imagery is not necessary for the diagnosis of granular cell tumor. It is asked
when tumor is giant or when there is a local recurrence or potential metastasis.
Ultrasound shows a homogeneous mass often well limited. The mass is hypoe-
chogenic or heterogeneous. CT scan showed a homogeneous and well-limited
mass isodense to muscle, located in subcutaneous area [7].

Macroscopically, Abrikossoff’s tumor of vulva presented with a growth in the
perineal area varying in size from few millimeters to several centimeters, rarely
larger than 4 cm in diameter. It develops in the dermis or subcutaneous tissue as
a slow growing, non-tender, lump over months or years. The nodule has a color
that varies from brownish to red, or it is covered by normal skin. The mass is
mobile and the overlying skin may be depigmented, ulcerated or thickened with
a “cobblestone” appearance. The tumor is poorly circumscribed with irregular
margins and is yellow-gray and fleshy on cross section [1] [6]. Microscopically,
granular cell tumors display oval or polygonal cells arranged in nests separated
by bands of dense fibrous tissue. The tumor consists of irregularly clustered
groups of large epitheliod-appearing cells separated by hyalinized stroma. The
cytoplasm has a distinct granular appearance due to accumulation of lysosomes.
Most lesions are well circumscribed. About 50% show poorly defined margins
[5] [6]. The cells have small nuclei with abundant eosinophilic and coarse cy-
toplasm, containing Periodic Acid Schiff positive, diastase negative, resistant
granules. These nuclei rarely contain mitotic figures [1]. The presence of necro-
sis, high mitotic activity, cellular pleomorphism with evident vesicular nuclei
and nucleoli are indicators of aggressive behavior [4] [5].

Before planning treatment, clinicians should take a detailed history and do
physical and other examinations especially chest X-ray, vaginal and abdominal
sonography to exclude multicentric lesions [7]. For benign tumors, management
consists of local excision with wide margins. In the event of positive margins,
re-excision is recommended [1] [6]. In malignant granular cell tumors, histolog-
ical margins should be carefully evaluated and repeated surgery with regional
lympadenectomy. Postoperative radiotherapy should be considered in cases
where complete excision can’t be achieved. However the effectiveness of radio-
therapy or chemotherapy has not yet been established in malignant form of Ab-
rikossoff’s tumor [1] [4].
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Once diagnosed with an Abrikossoff’s tumor, patient must be counseled to
follow up regularly with physical exams. She should alert her clinician if any
growth recurs at the excision site or if any nodular growth develops elsewhere on
the body [7]. Prognosis of vulvar granular cell tumor is usually good. Cases of
recurrence are correlated to incomplete removal of the lesion [6]. Recurrence
rates of granular cell tumors vary from 2% to 8% in benign lesions with clear
margins and reach up to 20% with positive margins. Lung or brain metastases
are reported in malignant forms [7].

Finally, Abrikossoff’s tumor of the vulva is usually benign if reported in young
female and if the lesion is smaller than 5 cm. When lesion is ulcerated, it is ne-
cessary to evoke the diagnosis of vulvar cancer and to do biopsies. Diagnosis is
rectified by histological examination, which seeks signs of aggressive behavior.
The treatment consists of performing surgical excision with wide margins. Fol-

low-up must be extended because recurrences are possible also in benign forms.

4. Conclusion

Abrikossoff’s tumor or granular cell tumor is a rare soft tissue neoplasm of
neural origin. It usually occurs in the neck region. Up to 16% of cases occur in
the vulva. This tumor is usually benign and asymptomatic. The clinical diagnosis
of vulvar granular cell tumor is difficult. It may be mistaken for Bartholin gland
cyst, lipoma or vulvar carcinoma. Abrikossoff’s tumor should be included in the
differential diagnosis of nodular vulvar lesions and neoplasms. Surgery is the
gold standard treatment of granular cell tumors. It consists to do local excision
with wide margins. The effectiveness of radiotherapy or chemotherapy for ma-
lignant forms has not yet been established. After surgery patient must follow up
regularly with physical exams. The prognosis of granular cell tumors is mostly

good. Recurrence is correlated to incomplete removal of tumor.

Informed Consent Was Obtained from Patient
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