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ABSTRACT 

 
Adenoid cystic carcinoma (ACC) of the breast is a subtype of breast cancer characterized by the 

presence of a dual cell population of luminal and basaloid cells arranged in specific growth patterns. 

Besides, it does not express estrogen receptor α, progesterone receptor, or human epidermal growth 
factor receptor 2 and hence also termed as a “triple negative” breast carcinoma. Though uncommon, 

there are various case series published, but none from India. The present case report describes a case 

of ACC of breast which we came across with an overview of clinical, histopathological, and 

molecular genetic features 
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CASE REPORT 

A 52 year old postmenopausal 

woman presented with heaviness in the right 

breast and mastalgia. She was a known case 

of multiple simple bilateral breasts cysts and 

on follow-up since 3 years. On examination, 

a hard lump was palpable in upper and outer 

quadrant of right breast. She was subjected 

to Mammography and breast Ultrasound. 

Mammography (figure 1&2) revealed an 

irregular high density mass, approximately 

6x 3.5 cm in size, with indistinct margins in 

upper and outer quadrant of right breast, at 

10-11 o clock position, 2.5 cm away from 

the nipple with a skin depth of 1.3 cm.  On 

Ultrasound (figure 3 &4), the mass was seen 

as heteroechoic irregular lesion, 5.7x3.5 cm 

in size with angular margins in outer 

quadrant at 10 o clock position. A core 

biopsy performed, was reported as Adenoid 

cystic carcinoma of an intermediate grade. 

Immunohistochemistry revealed ER /PR and 

Her2neu-negative (score 0). She was 

subjected to Modified Radical Mastectomy. 

The histopathology revealed adenoid cystic 

carcinoma with skin, nipple and surgical 

margins free of malignancy. It had a single 

focus of invasive carcinoma with largest 

invasive focus of > 1mm. All the14 nodes 

dissected were free of tumor. The 

Pathological stage (pTNM) as per, AJCC 

8th edition was pT2N0. 

Immunohistochemistry done showed ER 

/PR, Her2neu, Chromogranin and 

Synaptophys in negative in tumor cells. 

CK5/6, EMA were Focal positive and CK7 

diffuse positive in tumor cells and C-kit 

showed diffuse membranous positivity
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FIGURE 1&2:  Mammography showing irregular high density mass, approximately 6x 3.5 cm in size, with indistinct margins in 

upper and outer quadrant of right breast 

 

 

 
 

FIGURE 3&4:  Ultrasonography showing heteroechoic irregular lesion, 5.7x3.5 cm in size with angular margins in upper and outer 

quadrant at 10 o clock position 
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DISCUSSION 

Invasive breast carcinoma comprises 

of a heterogeneous group, with varied 

clinical, morphologic and molecular 

features. 
[1,2]

 Adenoid Carcinoma (ACC) of 

the breast is a rare basal-like breast cancer, 
[3,4]

 accounting for 0.1% of all breast 

carcinoma. 
[5,6]

 It was first described in the 

year 1856 by Billroth, 
[7] 

and was termed as 

Cylindroma, because of its morphological 

appearance mimicking that of a carcinoma 

occurring at salivary gland, lung and skin. 
[3,8]

 Geschickter was the first to describe the 

breast Adenoid Cystic Carcinoma in 1945.
[9] 

 

The age-adjusted incidence ratio 

(IR) for ACC is 0.92 per 1 million person-

years as reported by Ghabach et al. 
[10] 

It 

predominantly affects postmenopausal 

women.
[11] 

As per the Connecticut Tumor 

Registry the mean age of occurrence is 64 

years. 
[12]

 A palpable tender mass is a 

common presentation.
[13,14] 

It affects both
 
 

the left and right breasts equally. Though 

the occurrence of tumor is not specific in 

any particular quadrant of breast, about 50 

percent of tumors are found in a subareolar 

region. 
[15]

 A wide variation in tumor size 

has been described with the mean of tumor 

size being 1.8 to 3.7 cm. 
[11,16 ,17]

 It has been 

noted that the tumor may exist many years 

prior to its diagnosis. 
[18,19]

 The incidence of 

axillary LN involvement is reported to be as 

low as 8% 
11

, though the solid variant of 

ACC with basaloid features is associated 

with a higher incidence of axillary lymph 

node metastases.
[20,21] 

Very rarely it may 

have a multifocal presentation. 
[22,23]

 It very 

rarely metastasizes in less than 20% of 

cases, the common site of metastasis being 

to lung and bone. 
[11]

  

The radiological findings are not 

very specific, and is very often diagnosed as 

a benign lesion. 
[6]

 On ultrasonography, the 

lesion is usually seen as an as well-defined, 

irregular, heterogeneous, or hypoechoic 

mass. On Mammography the lesion is seen 

as an asymmetric densitiy or an irregular 

mass. It exhibits minimal vascularity on 

color Doppler imaging and on positron 

emission tomography scan.
 [24]

 

ACC of the breast needs to be 

differentiated from invasive carcinoma of 

the breast and, collagenous spherulosis a 

rare, benign condition. Besides at times, the 

morphologic features of the solid (basaloid) 

variant of ACC also overlap with that of 

small cell carcinoma (neuroendocrine 

carcinoma), solid papillary carcinoma, and 

metaplastic carcinoma. In such cases 

Immunohistochemistry is of help to 

distinguish among the histopathologic 

subtypes. 
[17]

 The characteristic 

histopathological features of ACC of breast 

is dual cell population of luminal and 

basaloid cells arranged in specific growth 

patterns and absence of estrogen receptor, 

progesterone receptor, and human epidermal 

growth factor receptor 2 expression.  

ACC differs from basal-like breast 

carcinoma at the genomic level as it less 

frequently harbors gains of 1q, 6p, 8q, and 

10p and losses of 4p, 5q, 12q, and 15q. 
[25]

 

MYB-NFIB gene fusion too, is a consistent 

genomic alteration seen in ACC and is 

believed to be key oncogenic mechanism in 

the pathogenesis of ACC. 
[25, 26,27]

 

Breast -conserving surgery, such as 

wide excision or quadrantectomy with or 

without radiotherapy is the surgery of 

choice in ACC of breast due to its indolent 

clinical course and favorable outcome. 
[10, 

28,29]
 Mastectomy is considered in patients 

with invasive lesions, when the tumor has a 

high-grade pattern and when a cosmetically 

satisfactory excision is not possible. 
[30,31]

 

Study from California Registry has 

shown that adjuvant radiotherapy has a 

positive impact both on the overall survival 

and disease free survival.
 [32] 

However the 

role of adjuvant chemotherapy remains 

controversial and is usually reserved for 

high-risk early-stage patients and those with 

metastatic disease. 
[30]

 

The overall outcome following 

treatment is reported to be good with 10 

year survival being more than 90 %. 
[10, 28,33]

 

However, patients of ACC require a long 

term follow up, as they have a risk of 

developing secondary malignancies 
[14,33] 
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and also the risk of distant metastasis 

increases with time. 

 

CONCLUSION 

ACC is a subgroup of low-grade 

tumor with an indolent clinical behavior 

displaying a triple-negative, basal-like 

phenotype. Immumohistochemistry and 

genomic molecular studies are of help in 

distinguishing ACC of breast form the 

Invasive carcinoma of breast. Breast 

Conservative surgery with adjuvant 

radiotherapy is the treatment of choice, with 

a good overall outcome. It warrants long 

term follow-up, to detect secondary 

malignancy and secondary metastasis.  
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