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Abstract

Introduction: cystic adenoid carcinoma of the Bartholin gland is a very rare tumor with a low incidence of 1% of female
genital malignancies; it is characterized by its aggressive nature and frequent recurrence. Case report: We report a case
of a cystic adenoid carcinoma of Bartholin's gland in a 38-year-old female patient who was treated surgically with good
evolution. Conclusion: Adenoid cystic carcinoma is a very rare tumor of the Bartholin gland, whose diagnosis is based
on the anatomopathological study.
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INTRODUCTION

Adenoid cystic carcinoma of Bartholin's gland
is a very rare tumor; its incidence is 1% of all female
genital malignancies and 1-7% of all vulvar carcinomas
[1]. It occurs mostly in women over 40 years of age and
is characterized by its aggressive nature with prolonged
clinical symptoms and frequent local recurrence [2].

CASE PRESENTATION

We report the case of a 38-year-old female
patient, with no notable pathological history. She
presented in our structure for a painful swelling of the
Bartholin's gland evolving for 5 days. The clinical
examination revealed a patient in good general
condition, apyretic, and hemodynamically stable.
Genitally, swelling of the right Bartholin gland with a
suspicious palpable induration.

The patient underwent an excision of the
Bartholin ~ gland and  was  referred  for
anatomopathological study. The operation was simple

and the patient was discharged from the hospital 48
hours after the procedure. The result of the
anatomopathological study showed a carcinomatous
proliferation made of basal cells with dense angular
nuclei showing moderate cytonuclear atypia and with
rare mitoses. These cells are mainly arranged in
clusters, with cribriform structures in places. They are
bordered by myoepithelial cells. The stroma is
hyalinized fibroblastic. The immunohistochemical
study showed positive labelling of the luminal tumor
cells by anti-CK7 antibodies and positive labelling of
the myoepithelial tumor cells by anti-P63 and anti-
AML antibodies. Because of these morphological and
immunohistochemical aspects, the diagnosis of a cystic
adenoid carcinoma of Bartholin's gland was retained
with healthy margins of resection. The patient
underwent a thoraquoabdomino-pelvic scan which did
not reveal any secondary localization.

The patient has not presented any recurrence to date.
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Immunostaining findings of the tumor

A. Tubular pattern contains simple tubules
composed of inner ductal and outer
myoepithelial cells (HE x 10).

B. CK7 stainingis positive in the tumorcells of
epithelial component(x10)

C. P63 staining(x20)

D. AML staining are positive in the tumor cells
of myoepithelial component(x40)

DISCUSSION

Adenoid cystic carcinoma of Bartholin's gland
is an extremely rare tumor in clinical practice. It usually
occurs in women over 40 years of age and often
presents as a painful nodule [2]. The tumor grows
slowly with local infiltration and a tendency to invade
the nerve. Recurrences are frequent. It can metastasize
to the lung, bone, liver, and other organs, as well as to
the inguinal or pelvic lymph nodes. Abdominal and
pelvic CT scans have been described to assess the local
and lymph node extension of the disease, but no
imaging modality has been able to prove its superiority
to date [3].

The final diagnosis can only be made after
histopathological examination, as in our case.
Histopathologically, adenoid cystic carcinoma of
Bartholin's gland is a characteristic biphasic glandular
tumor composed of ductal and myoepithelial cells. The
characteristic feature is the presence of tubular,
cribriform, and solid patterns. The most recognizable
architectural pattern is the cribriform pattern,
characterized by nests of tumor cells interrupted by
sharply cut spaces filled with basophilic matrix. The
myoepithelial cells have dark, angular nuclei and sparse
cytoplasm, giving a  basaloid  appearance.
Immunohistochemically, the ductal component is
typically positive for CD117 and CK7 while the
myoepithelial component is positive for myoepithelial
markers such as p63 and SMA [4, 5].

The rarity of the pathology does not allow for
a consensus for management.  For small unilateral
lesions far from the midline, simple surgical excision
with negative resection margins is sufficient, which is
the case of our patient; however, extensive radical
vulvectomy is required if the lesion is extensive.
Dissection of inguinofemoral and pelvic lymph nodes
should be performed only if they are clinically and
radiologically involved [6, 7]. Adjuvant radiotherapy is
recommended in case of positive surgical resection
margins or in case of perineural invasion. The local
recurrence rate is 9.5% after adjuvant radiotherapy,
compared to 37.5% for those who did not receive
adjuvant radiotherapy [8].

Neoadjuvant chemotherapy or in combination
with radiotherapy is indicated for non-operable or
metastatic tumors and also significantly reduces the
relapse rate [9].

The average survival time of patients with
adenoid cystic carcinoma of the Bartholin gland is 5 to
10 years. Overall survival after surgery depends on the
stage of the disease and the resection margins, less than
07 years in case of affected margins and between 15
years and 30 years in case of healthy margins [8].

CONCLUSION

Adenoid cystic carcinoma is a very rare tumor
of the Bartholin gland which is characterized by its
slow development, aggressive character and very high
recurrence rate. The recommended treatment remains
surgery with negative resection margins for operable
tumors. Radiation therapy is considered if the margins
are positive, and chemoradiotherapy for patients with
advanced stages of disease or non-operable.
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