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ABSTRACT… Incidence of adenoid cystic carcinoma of breast ranges from 0.1% to 1%. Its rare 
occurrence makes its surgical management options debatable. However rarity of metastasis 
contributes to an encouraging prognosis inspite of its triple negative receptor status. Herein, 
we report the case of a 60 year old woman who presented with a breast lump that turned out to 
be adenoid cystic carcinoma.
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INTRODUCTION
Adenoid cystic carcinoma is a commonly present 
as a tumor of salivary glands but has been also 
reported in trachea, nasopharynx, uterus and 
cervix.1 In breast it has been reported as a rare 
occurrence making up to 0.1 to 1% of total reported 
malignancies.  It usually presents as a small slow 
growing lump during third to fifth decade of life. 
The incidence after that decreases. Lump is 
mostly subareolar in position with no clinically 
obvious axillary or systemic involvement.  The 
Salivary gland tumors are notorious for perineural 
invasion and local recurrences. However the 
variant in breast depicts low metastatic potential 
which explains for the good survival rates of its 
patients despite its triple negative status.2

CASE REPORT
A 60-year-old housewife of rural background 
presented to our breast clinic. She was married 
and had five kids youngest of whom was 25 
years old. She gave history of six-month duration 
about a small slowly growing lump in left breast 
just behind nipple. Initially lump was ignored 
on pretext of being painless. However gradual 

increase in size along with occasional ache 
in lump brought her to our Centre. She denied 
presence of any such swelling in other breast 
and both armpits. There was no history of nipple 
discharge or any headache, jaundice, shortness 
of breath or back ache. She had menarche at 
11 years and menopause at 45 years of age. All 
children were naturally conceived and breast fed. 
There was no previous history of contraceptive 
use, hormone replacement therapy, radiotherapy 
or previous breast ailments. No family history of 
any breast tumor or other solid organ malignancy 
was given. 

Examination revealed a 2*3 cm firm lump in left 
breast in retroareloar position extending from 
12 to 9 o clock position. It wasn’t attached to 
underlying muscles or skin. Axilla was clinically 
clear. On X-ray. Mammogram a well-defined soft 
tissue density lesion with surrounding architectural 
distortion was noted which was labelled as 
BIRADS4c. Complementary ultrasound stated it 
to be a taller than wider lesion. Axilla was clear. 
Trucut biopsy showed it to be invasive ductal 
carcinoma and receptor studies showed it to be 
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triple negative. After normal CT scan she was 
staged as T2N0MO (stage-1).

Post MDM she was booked for afferent wide 
local excision and sentinel lymph node biopsy. 
Post-operative detailed pathology report showed 
it to be an adenoid cystic carcinoma with clear 
margins (closest 5 mm away). Sentinel node was 
found to be uninvolved…MADAM do u intend to 
write something here? y these dots.………. Patient 
was referred to oncology center for radiotherapy 
and adjuvant chemotherapy. Hormone therapy 
was not offered. Follow up at six months and one 
year showed no local or systemic occurrence of 
disease.

DISCUSSION
Adenoid cystic carcinoma is a rare variety of 

breast cancer effecting one out of million women 
per year (0.1-1% of all breast malignancies).3 
It usually affects menopausal age group with 
incidence slightly more in black women than in 
white.4 Occasional cases in men and children have 
also been reported(5,6). Risk is highest between 
third to fifth decade after which it stabilizes.7 Lump 
in retro areolar or upper outer quadrant of breast 
remains most common presenting complaint.7 
Axillary involvement and distant metastasis are 
rare. However one case of metastatic to Clavicle 13 
years after primary surgery has been reported.8,9 
Histologically these tumors resemble their salivary 
gland counterparts and depict biphasic cellular 
pattern of myoepithelial as well as epithelial cells 
(basaloid and ductal components). There can be 
three varied growth patterns: Glandular, tubular 
and solid.10 Three categories are usually defined 
depending upon the degree of solid element in 
the tumour. Grade 1 has no solid component 
while grade three has most. Historically local 
excision was recommended for grade 1, simple 
mastectomy for grade 2, and mastectomy 
and axillary dissection for grade 3. This is now 
debatable as several studies establish breast 
conserving surgery comparable to mastectomy 
in all aspects.11,12 In the present case, the patient 
underwent breast conservation surgery and 
sentinel lymph node biopsy as initial trucut 
reported lump to be invasive ductal carcinoma of 
no special type.

Molecular studies show that just like other basal 
like tumors, ACC of breast is mostly estrogen 
receptor (ER)-negative and progesterone receptor 
(PR)-negative  and HER-2-neu negative.13,14  This 
triple negative biology usually heralds poor 
prognosis, but several clinical studies confirm 
ACC to have good survival rates. Absence of 
perineural advancement, axillary lymh node 
involvement or distant metastasis are probable 
reasons behind this good prognosis.15

There is a lack of consensus regarding the 
optimal treatment strategy.13 Most of the data 
available is in the form of anecdotal reports or 
small case series. Historically, mastectomy was 
preferred due to its almost negligible recurrence 
rates. Wide local excision on other hand showed 
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recurrence in 37% cases.16 However, in later 
cases, no information about resection margins 
was provided. Now a day’s wide local excision 
is deemed adequate. However there still remains 
need for suitable randomized control trials to 
compare both surgical options.17

Axillary lymph node is involved in less than 2% 
cases. With the mirror trial establishing morbidity of 
ALND beyond doubt and the Z011 trial questioning 
its benefits of axillary dissection this matter needs 
careful deliberation.18 Current recommendations 
are to perform axillary dissection only in the 
presence of nodal metastasis. Sentinel lymph 
node biopsy can be performed in tumours >3 
cm, as it might harbor other invasive types of 
breast cancer.19 In our case, a sentinel lymph 
node dissection was performed, as the tumor 
was labelled invasive ductal carcinoma on trucut 
biopsy and diagnosis of a high grade ACC was 
made in retrospect and a sentinel lymph node 
was found to be negative.

Radiotherapy following wide local excision is 
recommended, the Rare Cancer Network (RCN) 
reported improved local control in ACC patients 
who received radiotherapy as compared to those 
who didn’t. (5% for the group with post-operative 
radiotherapy vs. 17% for the group without 
radiotherapy.20

The role of adjuvant chemotherapy therapy and 
hormonal therapy remains controversial. Absence 
of metastatic potential and triple negative status 
apparently preclude the need of both modalities 
respectively. Several studies assert that both 
chemo and hormonal therapy donot improve 
survival rates.21

The 5-year survival  is reported to be up to 90%, 
with usually a 100% disease-free survival rate.22 
Late local recurrences or distant metastasis are 
rare but not unheard off. To date metastasis have 
been reported in lung, liver, kidneys and brain.23 
These mandate close follow up for long periods 
of time.

CONCLUSION
Adenoid cystic carcinoma, owing to rarity of 

metastasis has a good prognosis despite being 
triple negative. Exact management i.e breast 
conservation or mastectomy with or without 
axillary clearance is still under debate and 
further studies are needed in order to prove the 
superiority of one technique above the other.
Copyright© 12 Nov, 2019.
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