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INTRODUCTION
Adenoid cystic carcinoma (ACC) is a rare malignant tumor that 
often involves the salivary gland. Its overall incidence rate is 
approximately 0.1%. The majority of the cases are female patients 
aged 50-60 years [1,2]. Its most frequent clinical presentation is 
a painless palpable mass. It has a highly favorable prognosis, 
despite being triple negative. Ten-year survival rates range 
between 85% and 100%. The probability of metastasis to the 
axilla is extremely low [3-5]. Histologically, it has a dual pattern 
that consists of myoepithelial cells surrounding pseudocysts 
and epithelial cells surrounding true glands. Morphologically, 
it may be solid, cribriform, tubular, or trabecular [2,3,6]. As it 
is rarely observed, explicit criteria regarding optimal treatment 
have yet to be established. However, surgery is the most 

common treatment method implemented in clinical practice 
[6]. This paper aims to present and discuss ACC of the breast, 
a very rare breast carcinoma, to raise awareness of this clinical 
entity.

CASE REPORT 
A 65-year-old female patient presented with a lump in the 
left breast that was detected during a self-breast examination. 
In the patient’s physical examination, a 2 cm hard fixed 
mass was detected at the outer and upper quadrant of the 
left breast. No pathological findings were observed in the 
axillary examination. On mammogram an irregular mass with 
indictinct margins was detected on the upper outer quadrant 
of left breast (Figure 1). The breast ultrasonography revealed 
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ABSTRACT
Adenoid cystic carcinoma (ACC) of the breast is an exceptionally rare malignancy, accounting for less than 0.1% of all breast cancers. Despite 
being a subtype of triple-negative breast carcinoma, ACC demonstrates a markedly favorable prognosis, with low rates of axillary lymph node 
involvement and distant metastasis. Histologically, the tumor is characterized by a dual cell population arranged in cribriform, tubular, or solid 
patterns. In this report, we present the case of a 65-year-old woman who detected a palpable mass in the upper outer quadrant of her left breast 
during self-examination. Imaging studies revealed a hypoechoic, spiculated lesion, which was subsequently classified as breast imaging-reporting 
and data system 4C. Core needle biopsy confirmed the diagnosis of ACC, with immunohistochemistry demonstrating estrogen receptor-negative, 
progesterone receptor-negative, human epidermal growth factor receptor2-negative status, and positive staining for (sex-determining region y)-
related high mobility group -box 10 and cluster of differentiation 117. The patient underwent breast-conserving surgery with sentinel lymph node 
biopsy, revealing negative nodal involvement. Histopathological examination confirmed ACC with 70% cribriform and 30% solid components, without 
perineural or lymphovascular invasion. Postoperative management included adjuvant radiotherapy (60 Gy) without chemotherapy. At 12 months 
post-treatment, no evidence of recurrence was observed. This case highlights the importance of accurate histological and immunohistochemical 
assessment in establishing the diagnosis and guiding treatment. Given its rarity and generally indolent course, awareness of ACC among clinicians 
and pathologists is essential to avoid overtreatment and to ensure appropriate surgical and radiotherapeutic management.
Keywords: Adenoid cystic carcinoma, Triple-negative breast cancer, Salivary gland-type tumor, Breast-conserving surgery, Sentinel lymph node 
biopsy, Immunohistochemistry
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a hypoechoic heterogeneous spiculated mass with posterior 

acoustic shadowing measuring 17×10 mm in diameter. The 

lesion was evaluated as breast imaging-reporting and data 

system (BI-RADS) 4C, due to American College of Radiology 
-BI-RADS lexicon. Also, magnetic resonance imaging (MRI) was 
performed and showed an irregular mass, with homogeneous 
progressive enhancement on post-contrast images and 
diffusion-weighted imaging (Figure 2). There were no 
additional remarkable findings on MRI. Ultrasound-guided 
percutaneous core biopsy was performed. Biopsy revealed a 
tumor consisting of both solid and cribriform patterns (Figure 
3). The immunohistochemical evaluation was reported as 
estrogen receptor (ER) negative, progesterone receptor (PR) 
negative, human epidermal growth factor receptor 2 (HER2) 
negative, Ki-67 (5%). P63 myoepithelial cells were detected as 
positive in cells with pseudolumen (Figures 4,5). Staining for 
(sex-determining region y)-related high mobility group -box 
10 (SOX10) was expressed as positive in both myoepithelial-
like cells and luminal-like cells, while cluster of differentiation 
117 (CD117) was expressed as positive in only luminal-like cells 
(Figure 6). 

Figure 1. Bilateral mammography shows an irregular mass 
with indictinct margins in the upper outer quadrant of left 
breast

Figure 3. A tumor consisting of both solid and cribriform patterns

Figure 2. Breast magnetic resonance images demon strates an irregular mass, hyperintense on T2-weighed with homogeneus 
progressive enhancement on post contrast images and diffusion restriction on diffusion weighted imaging
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The patient underwent breast-conserving surgery with sentinel 
lymph node biopsy. In frozen evaluation, three sentinel 
lymph nodes were reported as reactive, and surgical margins 
were negative. According to the histopathological evaluation, 
the excision material was reported to be a salivary gland 
type breast tumor [ER, PR, Cellular erb-B2 (CerbB2) (-), Ki-
67: %10(+), SOX10(+), CD117(+), p40(+), 70% cribriform, 30% 
solid, a tumor diameter of 2.7×2.5×2 cm, without perineural 

and lymphovascular invasion (-), T2N0, ACC]. Postoperative 
management consisted of adjuvant radiotherapy (60 Gy). 
Chemotherapy was not administered, in accordance with the 
known low-risk biological behavior of ACC.

At 12-month follow-up, the patient remains disease-free with 
no signs of local or distant recurrence. Good functional and 
cosmetic results were obtained.

Figure 4. Results of immunohistochemical evaluation [A: ER(-), B: PR(-), C: CerbB2/HER2(-)] 

ER: Estrogen receptor, PR: Progesterone receptor negative, HER2: Human epidermal growth factor receptor 2, CerbB2: Cellular 
erb-B2

Figure 5. P63 myoepithelial, detected as (+) in cells with pseudolumen

Figure 6. Immunohistochemical stains [A: SOX10 (+), B: CD117 (+)] 

SOX10: Staining for (sex-determining region y)-related high mobility group -box 10, CD117: Cluster of differentiation 117
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DISCUSSION
ACC is a rare breast tumor that most commonly occurs in 
patients aged 50-60 years. These patients often present with 
a painless palpable mass [1-6]. ACC can be detected in various 
organs such as the salivary glands, cervix, larynx, skin, and 
lungs [7]. However, the breast stands out because it is among 
the locations where an occurrence is rarely seen. Mass size 
usually varies between 1 and 8 cm (mean 3 cm). It is often 
located in the breast at the periareolar region and upper 
outer quadrant [3,8]. Our case showed similarities to the 
data in the literature in that the patient was aged 65 years, 
and presented with a palpable mass. The tumor was located 
at the intersection of the retroareolar region and the upper 
outer quadrant. Cases often exhibit a basal-like phenotype 
with negative immunohistochemical stains for ER, PR, and 
HER2. Though it is triple-negative, it has lower rates of distant 
metastasis, nodal involvement, and local recurrence when 
totally excised, and thus it differs from other triple-negative 
breast tumors. Histological variants: Classical variant: The most 
frequent variant combines three different architectural models 
(cribriform, tubular, or solid) ranging from low to high nuclear 
grade. Solid-basaloid variant: It has solid nests, a high mitotic 
rate, necrosis, Ki67>30%, and a more aggressive clinical course 
[9,10]. The pathological staging of the tumor is performed 
based on its solid components. Cases without solid components 
are classified as stage 1, those with solid components <30% of 
all tumor areas are classified as stage 2, and those with solid 
components >30% of all tumor areas are classified as stage 
3 [10]. The high pathological stage increases the likelihood 
of recurrence and distant metastasis and indicates a worse 
prognosis. In our case, a 70% cribriform and a 30% solid pattern 
were observed. The gold standard in the treatment is surgery. 

Breast-conserving surgery and mastectomy can be preferred 
as surgical methods due to patients’ requests, and lesion 
features as well. In a 14-patient case series in which long-
term survival rates of patients were examined, 10 patients 
underwent a mastectomy, and three patients underwent 
breast-conserving surgery. In a similar study in which seven 
patients were examined, five patients underwent mastectomy, 
and one patient underwent breast-conserving surgery [6,10]. 
Triple-negative breast cancers are aggressive types of breast 
cancer characterized bya poor prognosis and insensitive 
to hormone therapies due to negative hormone receptors. 
The preferred treatment method is surgery combined with 
adjuvant chemotherapy. However, although most ACC cases 
are triple negative, they have a good prognosis due to their 
low probability of lymph node involvement and distant 
metastasis, slow progression, and favorable differentiation in 
their histological appearance. 

ACC of the breast, despite its triple-negative phenotype, 
exhibits distinct biological behavior with generally favorable 
outcomes and low responsiveness to chemotherapy. Current 
literature suggests that adjuvant chemotherapy is not routinely 
recommended due to the low rates of lymph node involvement 
and distant metastasis [4,6]. Complete surgical excision with 
negative margins, often combined with radiotherapy, has 
been shown to provide excellent local control, reducing the 
necessity for systemic therapy [5]. In our case, the decision 
to forgo chemotherapy was based on favorable prognostic 
features, including complete tumor resection, absence of 
lymphovascular invasion, and a low proliferative index (Ki-67: 
10%). This approach aligns with the indolent nature of ACC and 
aims to avoid unnecessary treatment-related toxicity while 
maintaining optimal oncological outcomes.

Although ACC is triple-negative, its clinical behavior contrasts 
sharply with other triple-negative breast cancers, such as basal-
like carcinoma, which are typically aggressive and have a poorer 
prognosis. This distinction underscores the importance of 
accurate histological diagnosis to avoid unnecessary aggressive 
treatments.

CONCLUSION
This case highlights the necessity of a multidisciplinary 
approach to diagnose and manage rare breast tumors like 
ACC. Pathologists play a pivotal role in distinguishing ACC from 
other triple-negative cancers, ensuring patients receive tailored 
treatments without overtreatment. 
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