
Introduction

Adenoid cystic carcinoma (ACC) is an epithelial tumor

that predominantly involves the salivary glands, upper

respiratory tract, breast, skin, and uterine cervix [1]. ACC

of Bartholin’s gland is an extremely rare neoplasm of the

female genital tract representing about 5%-15% of

Bartholin’s gland malignancies [2, 3]. To date, approxi-

mately 80 cases have been reported. 

ACC are slow-growing tumors which commonly

exhibit perineural space infiltration and local invasion [4].

Signs and symptoms are non-specific and diagnosis is

often difficult. 

Distant metastases may occur after a long period of time

[3], but local recurrences are frequent. There are some

controversies regarding the optimal treatment. Surgery is

generally recommended as primary treatment. Therefore,

adjuvant radiotherapy (RT) could be necessary to improve

loco-regional control. There are no large series due to the

rarity of this tumor and only reported cases are available

in the literature.

The authors describe the case of a 54-year-old woman

with locally-advanced ACC of Bartholin’s gland treated

with primary surgery and adjuvant RT. 

Case Report

A 54-year-old Italian woman presented with palpable vulvar

mass and gradually increasingly pain over a two-year period. Sus-

pecting a cystic disease, the patient was submitted to excision of

the nodule. Microscopic examination revealed an ACC of

Bartholin’s gland that extensively infiltrated the subepithelial and

deep connective tissue, the striated muscles, and the perineural

space. The lateral resection margins and the deep margin were pos-

itive. Computed tomography (CT) of abdomen and pelvis showed

inguinal lymph nodes with a maximum diameter of 13 mm.

A radical hemivulvectomy with right inguinal-femoral node

dissection and multiple biopsies of the labia majora and per-

ineum were performed. Pathological examination confirmed

ACC diagnosis with extensive invasion of the adjacent muscle

tissue and with perineural space infiltration. Neoplastic emboli

were not observed. The tumor was completely excised and the

resection margins were negative. The inguinal lymph nodes or

labia majora were not affected. 

Postoperatively, the patient came to the attention of the Insti-

tution of Radiation Oncology. It was decided to treat the woman

with external beam radiotherapy (EBRT) based on definitive his-

tology examination. 

Pre-treatment CT was performed to three-dimensional confor-

mal planning. She received adjuvant RT to the pelvis and

inguinal lymph nodes bilaterally, up to a total dose 56 Gy in 28

fractions of two Gy/each, five times a week for about six weeks.

EBRT was delivered by a 16 MV linear accelerator utilizing a

four-field box technique. 

The treatment was well to moderately tolerated. Toxicities

were recorded according to Radiation Therapy Oncology Group

(RTOG) acute and late toxicity scale criteria. She presented

grade 2 acute erythema at the perianal skin and external genitalia

and also grade 3 symptomatic vaginal mucositis requiring nar-

cotics. No late toxicities occurred but grade 1 fibrosis (slight

hardening) of subcutaneous tissue. After a follow up period of

20 months, the patient is currently healthy without evidence of

local relapse or systemic disease. 

Discussion 

Adenocarcinomas and squamous cell carcinomas consti-

tute approximately 90% of primary Bartholin’s gland neo-

plasms [5]. ACC of Bartholin’s gland constitutes only

0.001% of all female genital tract and approximately 0.1%-

0.5% of all vulvar malignancies. The diagnosis is often dif-

ficult. Signs and symptoms include pain, bleeding, burning

sensation, palpable mass, dyspareunia, or itching that may

be non-specific. Frequently, patients are treated by drainage

and marsupialization because the tumor may resemble a

Bartholin duct cyst or an infection resulting in a delay of

diagnosis [6].
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Histologically, ACCs demonstrate a cribriform arrange-

ment of tubules and gland-like elements [7]. The cells are

small and darkly-stained with scanty cytoplasms [8]. Infil-

tration of the perineural space is a very characteristic

microscopic feature of adenoid cystic carcinoma and this

may explain the propensity of causing pain, itching, and

local recurrence [9]. 

The described patient presented with a palpable vulvar

mass and pain and was submitted to excision of the

nodule. Microscopic examination revealed an ACC of

Bartholin’s gland with perineural space infiltration and

positive margins. 

Currently, there is no consensus regarding the most

favorable therapy for patients with ACC of Bartholin’s

gland; surgical treatment is primarily recommended. The

surgical extension varies from wide local excision of the

tumor to radical vulvectomy with or without lymph node

dissection [10]. The surgical procedure should be as con-

servative as possible, based on the tumor’s dimensions and

extension, as suggested by De Pasquale et al. [6]. Radical

vulvectomy is recommended instead of wide local excision

for extensive lesions or tumors close to the anterior or pos-

terior midline.

The current patient underwent a radical hemivulvec-

tomy with right inguinal-femoral node dissection and

ACC diagnosis was confirmed through pathological

examination. Resection margins were free of disease, but

there was extensive invasion of the tumor into the adja-

cent muscle tissue and with perineural space infiltration.

This tumor is characterized by a marked tendency for

local invasion [11] and this may lead to local recurrence

even after radical surgery. The five- and ten-year disease-

free survivals are 47%-83% and 33%-38%, respectively

[7]. Local recurrences generally precede distant metas-

tases by several months or years. Adjuvant RT has been

recommended for patients with perineural space infiltra-

tion or positive surgical margins at the histological exam-

ination. Rosenberg et al. [12] and Copeland et al. [2]

showed that adjuvant RT resulted in good local control in

patients who developed recurrent disease.

The authors examined the current case and decided to

perform adjuvant RT to improve local control. The patient

received a total dose of 56 Gy in 28 fractions of two

Gy/each to the pelvis and inguinal lymph nodes bilaterally. 

A review by Yang et al. [8] reported that no local recur-

rence occurred in 15 patients who underwent adjuvant RT.

Another recent review by Alsan Cetin et al. [13] analyzed

79 cases of ACC of Bartholin’s gland reported in the lit-

erature. They concluded that local and distant recurrence

rates are about 30% and 31%, respectively. Recurrence

rates were lower in patients who received adjuvant RT

compared to those who underwent surgery alone (2/21

patients vs. 21/56 patients; p = 0.01). 

After 20 months of follow up, the present patient is in

good clinical condition without evidence of local or

distant disease. 

Metastatic spread of this neoplasm seems to be hema-

tological. The first pathway could result in lung, bone, and

less often in liver, kidney, and brain [14]. Several

chemotherapy regimens such as methotrexate, cyclophos-

phamide, adriamycin, and cisplatin have been reported,

but with no actual demonstrated benefits [15]. 

In the present case, the patient was successfully treated,

but recurrence may occur over a long period of time; there-

fore, long-term follow-up is needed for such a patient. 

In conclusion, ACCs of Bartholin’s gland are slow-

growing tumors with marked tendency for local invasion

and with perineural space infiltration. At present, no con-

sensus exists regarding the optimal treatment; surgery is a

common option as an initial treatment. Adjuvant RT seems

to improve regional control and disease-free survival. The

most favorable chemotherapy regimen is still unknown. 
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