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Case Report

Breast adenoid Cystic Carcinoma: a rare Case report 
and review of the literature. 
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abstract

Background: Primary adenoid cystic carcinoma (ACC) 
of the breast is a rare subtype of invasive breast cancer. It 
has a particular interest because of its excellent prognosis 
conversely to other triple-negative breast cancers 
that are associated with poor prognosis. The place of 
chemotherapy and radiotherapy remains controversial 
and there is no consensus on optimal management of the 
ACC of the breast. 

Case report: A 50-year-old woman, presented with 
a palpable right breast lump. Core biopsy of the lump 
revealed an adenoid cystic carcinoma. A lumpectomy 
with axillary lymph node dissection was performed and 
completed by a mastectomy because of the positive 
surgical margins. The histopathological examination 

revealed an adenoid cystic carcinoma, with negative 
expression of hormone receptors and human epidermal 
growth factor receptor 2 HER2 and with no lymph node 
involvement. The patient underwent adjuvant sequential 
chemotherapy with anthracycline and taxane followed 
by radiotherapy. We discuss diagnosis, prognostic, and 
treatment options for ACC of the breast in light of existing 
literature. 

Conclusion: Adenoid cystic carcinoma of the breast is a 
rare variant of triple negative breast cancer with excellent 
prognosis.  Surgical treatment is the mainstay with no 
clear consensus for radiotherapy and chemotherapy.

Keywords: adenoid cystic carcinoma, breast, diagnostic, 
prognosis, treatment 
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introduction
Adenoid cystic carcinoma (ACC) is more common in 

salivary glands. Primary ACC of the breast is a rare special 
subtype of invasive breast cancer accounting for less than 
0.1% of all malignant breast tumors (1, 2). This subtype is 
predominantly diagnosed in elderly women in their fifth or 
sixth decade and typically present as unilateral subareolar 
small breast lump (3).

World health organization (WHO) defined this entity 
as a carcinoma of low malignant potential, histologically 
similar to its counterpart in salivary glands. Hormone 
receptors (ER and PR) and human epidermal growth factor 
receptor 2 (HER2) are typically negative (3).   Unlike other 
triple-negative breast cancers that are associated with 
poor prognosis, breast ACC has excellent prognosis and 
the involvement of lymph nodes and distant metastasis 
is rare with high survival rates following the treatment 
are usually reported (2, 4-7).  We report a case of this rare 
malignancy with review of their different characteristics in 
light of existing literature.

Case presentation
A 50-year-old postmenopausal woman, with no 

significant medical history, presented with a palpable 
right breast lump of one month duration, she reported 
no other symptoms, including nipple retraction or nipple 
discharge.  The physical examination confirmed a 1 cm 
sized, irregular shaped, and firm lump at her left breast 
located at the junction of upper right quadrants. There 
was no axillary lymph node.

Mammography showed an irregular opacity above-
areal (Fig. 1). The breast ultrasonography confirmed a 
small ill-defined 8 x 7mm sized lump with irregular 
borders at the upper quadrants of right breast associated 
with a 10 mm ipsilateral axillary lymph node that was 
highly sugges¬tive of malignancy (category 5 of Bi-RADS 
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classification) (Fig. 2).

The fine needle aspiration revealed the presence 
of malignant cells confirmed on the core biopsy that 
identified an adenoid cystic carcinoma. Staging workout 
included chest X-ray, abdominal ultrasound, tumor marker 
CA15.3, a routine blood tests, was normal. She underwent 
lumpectomy with axillary lymph node dissection. The 
pathological examination showed a 6.2 x 3 x 15 cm sized, 

irregular shaped lesion with surgical margins were about 
some microns of the invasive tumor. 

Microscopic examination revealed small basophilic 
and basaloid cells arranged in variable architecture with 
cribriform, trabecular and tubular patterns. The SBR grade 
was I. Tumor cells tested negative for estrogen receptors 
(ER-), progesterone receptors (PR-), and HER2/neu.

None of the 6 axillary lymph nodes excised were 
positive for malignancy. With regards to positive surgical 
margins, a mastectomy was performed, with no residual 
tumor in the microscopic examination. Following the 
multi-disciplinary meeting, the patient underwent 6 cures 
of adjuvant sequential chemotherapy with anthracycline 
and taxane followed by radiotherapy. The patient remains 
free of loco-regional recurrence or distant metastasis at 
the 26 months follow-up.

discussion
Primary Adenoid cystic carcinoma (ACC) of the breast 

is a rare subtype of invasive breast carcinoma accounting 
for less than 0.1% of all malignant breast tumors (1, 2).  
Breast ACC occurs predominantly in elderly women in 
their fifth or sixth decade, (range from 30 to 90 years of 
age). However, isolated cases in males and children have 
been reported in the literature (3, 8-9). 

Usually, the Breast-ACC presents as a unilateral 
palpable tender breast mass, with no predilection for 
a particular side of the breast. It is located in 50% of 
patients in the subareolar area (1, 3).  

By mammography, the ACC has non-specific 
description, and it tends to appear as developing 
asymmetric densities or irregular masses with extremely 
rare microcalcifications (10). On ultrasonography, it appears 
as irregular, heterogeneous, or hypoechoic masses. 
Breast ACC has similar histopathological appearance 
to its salivary gland counterpart. ACC is formed by 
epithelial and myoepithelial cells arranged into classic 
tubular or cribriform architecture. A solid variant may be 
encountered. In situ lesions may be present. It is classified 
into three grades of tumor on the basis of the solid 
component as grade 1, completely glandular and cystic; 
grade 2, < 30% solid component; and grade 3, > 30% of 
solid components. All grade 3 tumors appear to behave 
like high-grade ductal breast cancer (1, 9, 11, 12).   

Immunohistochemically, ACC of the breast belongs to 
the basal-like subgroup of breast cancers expressing 
CK7, CK8/18, epithelial membrane antigen, and CD117 
(c-Kit). Hormone receptor (ER, PR) and human epidermal 
growth factor receptor 2 HER2 expression are generally 
negative (1, 3, 13, 14). Unlike other triple-negative, basal-like 
breast cancers and the ACC of the salivary glands, breast 

figure 1: Mammography: irregular opacity above-areal. 

figure 2. Ultrasonography: small ill-defined 8 x 7mm sized 
lump with irregular borders at the upper quadrant of right 
breast.
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ACC has generally a good prognosis, with 10-year OS 
exceeding 90%. This is explained by the downregulation 
of genes involved in migration, proliferation and the 
immune response (2, 4-7, 15).  The incidence of axillary 
lymph node involvement and distant metastases is lower, 
reported respectively in 0.8% to 2% and 9% of cases, 
mainly pulmonary metastases (7, 11, 16). However, even in 
the presence of recurrence, patients have a prolonged and 
indolent evolution disease. There is no clear consensus 
regarding the optimal treatment of the ACC of the breast 
due to the rare incidence of this tumor subtype. 

Surgical treatment varies from local excision to 
mastectomy according to pathological grading based on 
the solid component, thus, lumpectomy is proposed for 
grade I, simple mastectomy for grade II and mastectomy 
with axillary lymph node dissection for grade III tumors 
(11).  The role of irradiation following breast surgery 
remains unclear due to limited data. Generally, adjuvant 
radiotherapy is proposed after breast conservation 
surgery based on series in which radiotherapy was found 
to be a strong prognostic factor for overall and cause 
specific survival (5, 7, 16). 

Adjuvant chemotherapy is controversial in patients 
with ACC of the breast. While some clinicians use systemic 
adjuvant chemotherapy in high-grade tumor or positive 
axillary lymph node. Arpino et al and McClenathan and 
de la Roza reported that adjuvant chemotherapy has 
no impact on survival rates of patients (17-19).  After the 
multi-disciplinary meeting, our patient received adjuvant 
chemotherapy followed by radiotherapy. The decision to 
administer adjuvant therapy was based on the size, the 
grade of the tumor and on the current evidence indicating 
the advantages of adjuvant treatment for classic types of 
breast carcinomas.

Conclusion
Adenoid cystic carcinoma of the breast is a rare variant 

of invasive breast cancer. The histological diagnosis is 
difficult; therefore it is necessary to use histochemical 
or immunohistochemical techniques.  Compared to other 
triple negative breast cancers, adenoid cystic carcinoma 
of the breast has a favorable prognosis.  

The treatment is not well established. Surgical 
approach is the mainstay of the treatment. There is no 
clear consensus for radiotherapy and chemotherapy 
according to the published literature.
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