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Abstract
Adenoid cystic carcinoma (ACC) of the vulva represents a highly uncommon type of female malignancy. Due
to the absence of specific treatment guidelines, such cases are typically managed by the treatment protocols
for vulvar cancer. Here, we report the case of a 52-year-old woman who presented with a painful right vulvar
mass, leading to a diagnosis of ACC of the vulva after biopsy and immunohistochemical analysis. She
underwent vulvectomy, bilateral inguinal lymphadenectomy, and targeted radiotherapy, and no evidence of
recurrence has been found for three years, with ongoing monitoring for post-radiation effects. This case
adds valuable insights into the management of ACC of the vulva and underscores the need for further
research and guideline development to optimize care for future patients.
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Introduction
Adenoid cystic carcinoma (ACC) of the vulva is an exceedingly rare entity among female cancers, accounting
for less than 0.1% of all female gynecological cancers and 2-7% of vulvar carcinomas [1]. To date, there are
only a few cases documented in the literature.

In the head and neck region, these tumors are marked by slow yet aggressive growth, significant perineural
spread, and a high risk of local recurrence and distant metastases, leading to a challenging prognosis [1].
Billroth first described ACC as a rare histological subtype of adenocarcinoma, primarily affecting glandular
mucosas [2,3]. It notably targets the salivary glands, breasts, and female genital tract, especially the cervix.

ACC in the Bartholin's gland is rare and often misdiagnosed due to its abscess-like symptoms [4-7].
Consequently, the recommended treatment strategy involves comprehensive local surgical removal
supplemented by necessary adjuvant radiotherapy [1]. Varela's report supports radiotherapy or
chemoradiotherapy as viable for treating Bartholin gland cancers, offering a high survival rate and minimal
morbidity [6]. In this report, we present a clinical case admitted to our institution.

Case Presentation
A 52-year-old female patient, one year before admission, presented with a painful right vulvar mass without
any other associated signs, evolving in the context of preserved general health status (at that time, she
refused to seek a medical consultation). She was admitted to the Department of Gynecology-Obstetrics.
Clinical examination revealed a firm, growth located on the right side of the vulva that was sensitive to
touch and adhered to adjacent tissues. It measured 2 cm across. No exertion towards the vagina nor to the
rectum was detected.

Despite the absence of clear signs of rectal invasion during the recto-vaginal examination, the growth
seemed to be attached to the rectum near the entrance. The patient underwent a biopsy of the vulvar lesion.
The histopathological examination of the sample revealed a carcinomatous proliferation made of cribriform
structures, composed of predominantly myoepithelial cells with myxoid and hyalinized globules (Figure 1).
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FIGURE 1: Microphotography showing a cribriform pattern (Red arrows)
with the presence of myxoid (Blue arrows) or hyalinized globules (H&E,
100X)

Further immunohistochemical analysis showed that tumor cells expressed EMA, SMA, CEA, CD117, and
vimentin with a high Ki-67 index, compatible with an adenoid cystic carcinoma of the vulva. The resection
margins were found to be at 2mm from the tumor.

Thoracic and abdominopelvic computed tomography (CT) scan was performed and revealed no distant
suspicious lesions. On the therapeutic level, the patient underwent a vulvectomy with bilateral inguinal
lymphadenectomy, followed by exclusive external three-dimensional conformal radiotherapy at a total dose
of 66 Gy in 33 fractions of 2 Gy, five days per week (Figure 2).

FIGURE 2: The patient underwent an external three-dimensional
conformal radiotherapy at a total dose of 66 Gy in 33 fractions of 2 Gy,
five days per week.

In terms of progression, the radiotherapy was administered without incident. Six months after the
completion of irradiation, a follow-up pelvic MRI was conducted (Figure 3), showing no local recurrence
according to the RECIST (Response Evaluation Criteria in Solid Tumours) post-radiation therapy response
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criteria [2].

FIGURE 3: Follow-up MRI performed after completion of radiation
therapy showed no local recurrence.

The patient has been in complete remission for three years and is followed for radiation therapy effects such
as post-radiation grade 2 proctitis and mild lymphedema of both lower limbs. The follow-up protocol has
been clinical examination every three months and imaging by MRI every six months for two years, then
annually.

Discussion
ACC was first described by Billroth as a histological variant of adenocarcinoma occurring in glandular
mucosas [3,4]. It is commonly found in salivary glands, the breast, and the female genital tract; within the
latter, it is most frequently located at the cervix. ACC of the Bartholin's gland in the vulva is even rarer. The
symptomatology resembles that of a vulvar abscess, manifesting as a painful vulvar mass [5-7], which may be
ulcerated, and may or may not be associated with dyspareunia, bleeding, or itching, leading to frequent
misdiagnoses as a cyst or abscess [8]. Another significant microscopic feature of this tumor type is the
infiltration of perineural spaces. Consequently, many patients experience itching and a burning sensation
before the tumor becomes palpable on physical examination [9].

Histologically, ACC is characterized by small cells with scant cytoplasm and dense hyperchromatic nuclei,
displaying a basaloid appearance. These cells are arranged in diffuse and massive sheets, cord-like
structures, or surrounding cribriform cavities that are either cystic to varying degrees and filled with either
slightly eosinophilic hyaline material or basophilic mucin. This may be associated with normal residual
tissue of the Bartholin's gland transitioning to cancerous tissue [1,9,10].

Immunohistochemically, this tumor expresses CEA, EMA, CK5/6, CK7, and SMA [7-13]. The
immunoreactivity variability documented in the tumor highlights the presence of two distinct components,
supported by differential expression of CEA and EMA in the spiradenoma component, in contrast to
positivity with CK5/6 and p63 in the cylindroma foci. This immunoreactivity variability across both tumor
components contradicts previous studies by Carlesten et al. [8] and Jukic et al. [13], who suggested that
spiradenoma and cylindrocarcinoma tumor components share a similar immunohistochemical profile.

The most common site for metastasis is the lung, which is often preceded by a local recurrence. More rarely,
bone and brain metastases can occur [7,10,11]. Therapeutic management involves a hemivulvectomy
combined with homolateral inguinal lymphadenectomy [10]. In the Korean study by Yoon et al., five patients
underwent a hemivulvectomy with homolateral inguinal lymphadenectomy performed in three of them, all
of which were negative [11].

Adjuvant treatment includes radiotherapy or chemoradiotherapy, which is particularly beneficial
postoperatively. Rosenberg et al. reported five cases of ACC of the vulva, all of which underwent surgical
treatment followed by postoperative radiotherapy [14]. There were no recurrences, and three of the patients
had postoperative residuals but remained disease-free after 28, 51, and 138 months, indicating that
radiotherapy effectively sterilized these tumor residuals.

In the study by Rosenberg et al., external radiotherapy to the the tumor bed and bilateral inguinal areas was
delivered at a total dose between 54 Gy and 20 Gy, without specifying the radiotherapy technique nor the
used fractionation [14]. In the study by Copland et al., which included 10 patients, there were no local
recurrences following postoperative radiotherapy, even in patients with positive margins after surgical
resection [10]. Altogether, Rosenberg et al. [14] and Copeland et al. [10] reported 15 cases of postoperative
radiotherapy in patients with positive margins, and none developed local recurrence, highlighting the
benefit of adjuvant radiotherapy. In another study involving two patients who underwent hemivulvectomy
with homolateral inguinofemoral lymphadenectomy, one received postoperative radiotherapy due to
positive margins [7]. Neither patient developed local recurrence, though they did experience metastatic
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relapse. The radiation therapy technique was external beam radiation with a total of 7000 Gy over 35
fractions, delivered to the pelvis, right vulva, and groin area.

Radiotherapy could become the standard treatment for vulvar cancers. In Boston, Lopez-Varela et al.
reported 10 cases of Bartholin gland cancer, two of which were ACCs treated with exclusive radiotherapy or
chemoradiotherapy [15]. The three-year overall survival rate was 71%, and four patients developed local
recurrence after up to 31 months. However, none of the two patients with ACC developed local recurrence,
suggesting that radiotherapy could be an effective alternative to surgery for treating Bartholin gland cancers
while preserving genital function with very low morbidity. In the study by Lopez-Varela et al., all patients
underwent initial radiation treatment, which included external beam radiation therapy targeting the pelvis
and a half-boost to established disease sites, with interstitial brachytherapy following in five instances. The
external beam radiation was applied using a linear accelerator that emitted high-energy photons. When the
groin area was subjected to boost radiation, electron beams were utilized. The interstitial brachytherapy was
administered using afterloading methods with Iridium 192 strands. The total radiation doses varied between
45 and 75 Gy [15].

Conclusions
ACC of the vulva, though rare, presents significant challenges due to its unusual occurrence and the lack of
tailored treatment guidelines. This case of a 52-year-old female underscores the potential for successful
outcomes through the adaptation of existing vulvar cancer protocols, incorporating surgery and
radiotherapy. The patient's journey from diagnosis to treatment and into three years of remission highlights
the importance of vigilant clinical assessment, personalized therapeutic approaches, and continuous follow-
up to manage this rare malignancy effectively.

Additional Information
Author Contributions
All authors have reviewed the final version to be published and agreed to be accountable for all aspects of the
work.

Concept and design:  Soumiya Samba, Mohammed Amine Guerrouaz, Ahmed Bensghier, Soufiane Berhili,
Mohamed Moukhlissi, Loubna Mezouar

Drafting of the manuscript:  Soumiya Samba, Mohammed Amine Guerrouaz, Ahmed Bensghier, Soufiane
Berhili, Loubna Mezouar

Supervision:  Ahmed Bensghier, Mohamed Moukhlissi, Loubna Mezouar

Critical review of the manuscript for important intellectual content:  Mohamed Moukhlissi, Loubna
Mezouar

Acquisition, analysis, or interpretation of data:  Loubna Mezouar

Disclosures
Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
info: All authors have declared that no financial support was received from any organization for the
submitted work. Financial relationships: All authors have declared that they have no financial
relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
relationships or activities that could appear to have influenced the submitted work.

References
1. Anaf V, Buxant F, Rodesch F, Simon P, van de Stadt J, Noel JC, van Geertruyden J: Adenoid cystic carcinoma

of Bartholin's gland: what is the optimal approach?. Eur J Surg Oncol. 1999, 25:406-9.
10.1053/ejso.1999.0666

2. Eisenhauer EA, Therasse P, Bogaerts J, et al.: New response evaluation criteria in solid tumours: revised
RECIST guideline (version 1.1). Eur J Cancer. 2009, 45:228-47. 10.1016/j.ejca.2008.10.026

3. Bernstein SG, Voet RL, Lifshitz S, Buchsbaum HJ: Adenoid cystic carcinoma of Bartholin's gland. Case report
with review of the literature. Am J Obstet Gynecol. 1983, 147:385-90. 10.1016/s0002-9378(16)32230-x

4. Billroth T: Observations on tumors of the salivary glands [Article in German] . Virchows Arch Pathol Anat.
1859, 17:357. 10.1007/BF01930503

5. Chamlian DL, Taylor HB: Primary carcinoma of Bartholin’s gland. A report of 24 patients . Obstet Gynecol.
1972, 39:489-94.

6. Finan MA, Barre G: Bartholin’s gland carcinoma, malignant melanoma and other rare tumours of the vulva .
Best Pract Res Clin Obstet Gynaecol. 2003, 17:609-33. 10.1016/S1521-6934(03)00039-7

2024 Samba et al. Cureus 16(3): e56048. DOI 10.7759/cureus.56048 4 of 5

javascript:void(0)
javascript:void(0)
https://dx.doi.org/10.1053/ejso.1999.0666
https://dx.doi.org/10.1053/ejso.1999.0666
https://dx.doi.org/10.1016/j.ejca.2008.10.026
https://dx.doi.org/10.1016/j.ejca.2008.10.026
https://dx.doi.org/10.1016/s0002-9378(16)32230-x
https://dx.doi.org/10.1016/s0002-9378(16)32230-x
https://dx.doi.org/10.1007/BF01930503
https://dx.doi.org/10.1007/BF01930503
https://journals.lww.com/greenjournal/abstract/1972/04000/primary_carcinoma_of_bartholin_s_gland__a_report.1.aspx
https://dx.doi.org/10.1016/S1521-6934(03)00039-7
https://dx.doi.org/10.1016/S1521-6934(03)00039-7


7. Hsu ST, Wang RC, Lu CH, Ke YM, Chen YT, Chou MM, Ho ES: Report of two cases of adenoid cystic
carcinoma of Bartholin's gland and review of literature. Taiwan J Obstet Gynecol. 2013, 52:113-6.
10.1016/j.tjog.2012.10.005

8. Carlsten JR, Lewis MD, Saddler K, Reilly P, Pan T, Gnepp DR, Robinson-Bostom L:
Spiradenocylindrocarcinoma: a malignant hybrid tumor . J Cutan Pathol. 2005, 32:166-71. 10.1111/j.0303-
6987.2005.00265.x

9. DePasquale SE, McGuinness TB, Mangan CE, Husson M, Woodland MB: Adenoid cystic carcinoma of
Bartholin's gland: a review of the literature and report of a patient. Gynecol Oncol. 1996, 61:122-5.
10.1006/gyno.1996.0109

10. Copeland LJ, Sneige N, Gershenson DM, Saul PB, Stringer CA, Seski JC: Adenoid cystic carcinoma of
Bartholin gland. Obstet Gynecol. 1986, 67:115.

11. Yoon G, Kim HS, Lee YY, et al.: Analysis of clinical outcomes of patients with adenoid cystic carcinoma of
Bartholin glands. Int J Clin Exp Pathol. 2015, 8:5688-94.

12. Emam EE, Sawan AS, Al Tamimi SR, Molah RM: Malignant spiradenoma/cylindroma of the vulva. Saudi Med
J. 2012, 33:1229-33.

13. Jukic DM, Drogowski LM, Davie JR: Carcinoma ex spiradenoma/cylindroma confirmed by
immunohistochemical and molecular loss-of-heterozygosity profiling. Am J Dermatopathol. 2009, 31:702-8.
10.1097/DAD.0b013e3181a6b6f4

14. Rosenberg P, Simonsen E, Risberg B: Adenoid cystic carcinoma of Bartholin’s gland: a report of five new
cases treated with surgery and radiotherapy. Gynecol Oncol. 1989, 34:145-7. 10.1016/0090-8258(89)90130-3

15. López-Varela E, Oliva E, McIntyre JF, Fuller AF Jr: Primary treatment of Bartholin's gland carcinoma with
radiation and chemoradiation: a report on ten consecutive cases. Int J Gynecol Cancer. 2007, 17:661-7.

2024 Samba et al. Cureus 16(3): e56048. DOI 10.7759/cureus.56048 5 of 5

https://dx.doi.org/10.1016/j.tjog.2012.10.005
https://dx.doi.org/10.1016/j.tjog.2012.10.005
https://dx.doi.org/10.1111/j.0303-6987.2005.00265.x
https://dx.doi.org/10.1111/j.0303-6987.2005.00265.x
https://dx.doi.org/10.1006/gyno.1996.0109
https://dx.doi.org/10.1006/gyno.1996.0109
https://journals.lww.com/greenjournal/abstract/1986/01000/adenoid_cystic_carcinoma_of_bartholin_gland.23.aspx
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4503153/
https://pubmed.ncbi.nlm.nih.gov/23147883/
https://dx.doi.org/10.1097/DAD.0b013e3181a6b6f4
https://dx.doi.org/10.1097/DAD.0b013e3181a6b6f4
https://dx.doi.org/10.1016/0090-8258(89)90130-3
https://dx.doi.org/10.1016/0090-8258(89)90130-3
https://ijgc.bmj.com/content/17/3/661.long

	Adenoid Cystic Carcinoma of the Vulva: A Case Report
	Abstract
	Introduction
	Case Presentation
	FIGURE 1: Microphotography showing a cribriform pattern (Red arrows) with the presence of myxoid (Blue arrows) or hyalinized globules (H&E, 100X)
	FIGURE 2: The patient underwent an external three-dimensional conformal radiotherapy at a total dose of 66 Gy in 33 fractions of 2 Gy, five days per week.
	FIGURE 3: Follow-up MRI performed after completion of radiation therapy showed no local recurrence.

	Discussion
	Conclusions
	Additional Information
	Author Contributions
	Disclosures

	References


