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Abstract:
Primary adenoid cystic carcinoma (ACC) of the
breast is an uncommon histological form of breast
cancer accounting for 0.1% of all mammary
neoplasm. ACC of the breast has favorable

prognosis, contrasting to the aggressive nature of
the ACC at other sites like head and face especially
salivary gland. It has a biological cancer of slow
progression and near absence of lymph nodes
metastasis. To date about 150 cases of ACC are
reported in literature so far.
We are presenting a case of adenoid cystic
carcinoma in a 38 year old female presented with
painless mass in right breast. ACC may mimic the
most common form that is intraductal carcinoma
on clinical, mammography and sonography.
Accurate histopathological diagnosis is always
warranted, in view of its rare nature but with
favorable prognosis. We report this case due to its
rarity with good prognostic value if proper and
early diagnosed on histopathology.
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Introduction

A

denoid cystic carcinoma (ACC) of the breast is an uncommon
histological form of breast cancer, accounting for
approximately 0.1% of all mammary neoplasm1,2. This
histological form is commonly found in the salivary gland, where it
been an adverse prognosis. In contrast to aggressive nature of ACC
that occur in head and neck region, ACC of breast has a very
favorable prognosis2.The incidence of lymph node metastasis is
very low and distant metastasis are uncommon3. It is generally
estrogen(ER) and progesterone (PR) receptor negative2. The cell of
origin for ACC of breast is unclear. Evidence suggests it may arise
from ductal epithelium and myoepithelium4.
Adenoid cystic carcinoma of breast can occurs between 30 to 90
years, with predominantly in fifth and sixth decade5. Most of the
patient presents with dominant breast mass, tender on palpation5.
Adenoid cystic carcinoma can be confused with most common
breast carcinoma such as intraductal carcinoma (IDC) with
cribriform pattern6. Hence it is important to distinguish this cancer
from other form of breast cancer on histopathology because of its
excellent prognosis.
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We herein present a case of
adenoid cystic carcinoma in a 38
year old female, who presented
with painless mass in right breast
since 9 months. We are
presenting this case due to its
rarity.

Case report
A thirty eight (38) year old female
presented to surgical OPD of our
hospital with lump in right breast
since 9 month with no significant
past, personal and family history.
The lump was insidious in onset
and painless in nature, which was
gradually increasing in size. On
local examination, the lump
measures 4x3 cms in lower outer
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quadrant of right breast. The skin, nipple and areola were normal.
Other breast shows no significant pathology. Right axillary lymph
nodes were palpable. On admission her vitals were stable and
routine investigation including compete blood picture, biochemical
tests and radiograph of chest were within normal limit. She was
non-reactive for HBsAg, HCV, and HIV. The FNAC of breast swelling
was positive for malignancy. The right side modified radical
mastectomy (MRM) with axillary lymph node dissection was
carried out and specimen sent for histopathology. The postoperative was uneventful.

normal (Figure 1). On cutting
open, a grey white tumor with
infiltrating border measuring
5x3x2 cms was noted (Figure 2).
All peripheral margin and nipple,
areola skin appeared to be free
from tumor. Axillary dissection
revealed 12 lymph nodes.

Gross findings: We received right side MRM specimen measuring
20 x 10 x 5cms. Externally skin, nipple and areola appeared to be

Figure 1.Gross appearance of right side MRM specimen with
normal appearing skin, nipple and areola

Figure 2. Cut section showed grey white tumor with infiltrating
border

Light microscopy: Multiple section studied revealed a tumor
composed of neoplastic cells arranged in solid, cribriform, tubular
and trabecular pattern (Figure 3), with cystic spaces. The
neoplastic cells had relatively dark staining nucleus with clear to
amphophilic cytoplasm (Figure 4). Cystic space contains
characteristic eosinophilic basement membrane material (Figure
5). Out of twelve (12) lymph node, two lymph nodes showed
feature of adenoid cystic carcinoma.

Figure 3. Light microscopy showed
tumor composed of neoplastic cells
arranged in solid, cribriform, tubular
and trabecular pattern with cystic
spaces. (H &E stain, x100)
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Figure 4. Individual tumor cells had
relatively dark staining nucleus with
clear to amphophilic cytoplasm (H &E
stain, x100).

Final histopathological diagnosis
given was Adenoid cystic
carcinoma of right breast with
axillary lymph node involvement
and free skin, nipple and areola.
In higher centre referral, tumor
showed ER and PR negativity.

Figure 5. The cystic spaces contain
characteristic eosinophilic basement
membrane material (H &E stain, x400).
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Discussion
ACC of the breast is rare mammary neoplasm accounting for only
0.1% of all breast carcinomas1. Recognition of adenoid cystic
carcinoma is very important to avoid delay in diagnosis because
these tumors have a good prognosis with rare metastasis to axillary
lymph nodes7. Axillary lymph node sampling by fine needle
cytology (FNAC) or core biopsy is rarely indicated7. Adenoid cystic
carcinoma of breast was first termed ‘cylindroma’ by Bilroth2.
This tumor occurs predominately in women of 50-60 years age
group. It’s rarely bilateral and has no prediction with respect to
laterality2. The most important symptom of ACC is a well
demarcated, movable, mass which may be tender to palpation if
there is perinural invasion6, which was absent in our case. Tumor
fixation to overlying skin, nipple retraction, or invasion to pectoral
muscle is uncomman6. The tumor is usually small with a mean
diameter 2 to 3 cms. Although ACC of breast is most commonly
subareolar, nipple discharge is an uncommon presenting
symptom8. The diagnosis can be made by FNAC, which showed
cellular smear with extracellular spheres of metachromatic
material surrounded by uniform cells with scanty cytoplasm9. The
histological appearance of ACC of the breast is similar to other sites
such as salivary gland, lacrimal gland, external ear, upper
respiratory tract, oesophagus, pancreatic gland, cervix and prostate
gland6. The most important histological feature of this entity is the
presence of cribriform nests of cells and myoepithelial cells. The
small basaloid cells arranged in cribriform, solid or tubular growth
pattern which may frequently mixed although arrange many
predominant10. Despite its characteristic histology, ACC can be
confused with other types of breast cancers such as ductal
carcinoma in situ (DCIS) cribriform type and invasive ductal
carcinoma (IDC) with cribriform pattern10. DCIS can be
differentiated from ACC, as DCIS is well circumscribed and
neoplastic cells have bigger, more vesicular nuclei and more
voluminous cytoplasm than ACC10. Besides, IDC with cribriform
pattern does not have cylindromatous pattern and mucin
production that characterizes ACC and myoepithelial cells are
absent. Collagenous spherolosis is an unusual benign ductal
proliferation that should not be confused with ACC10. The epithelial
proliferation is similar to that of intraductal hyperplasia. Beside the
eosinophilic collagen spherolosis, collagens spherulosis also shows
ovoid or slit like space that render the typical appearance of benign
intraepidermal hyperplasia11,12. Management option for ACC is
surgery mainly as simple mastectomy, lumpectomy followed by
radiation or modified radical mastectomy13. The role of
chemotherapy and radiotherapy is not studied13. The hormonal
manipulation in treating ACC is of limited value as most cases are
ER and PR negative13. In view of its rarity, clinical trials comparing
primary treatment option for ACC are needs to define the optimal
treatment.
In our case, contrasting features of ACC was noted as the patient
was young with axillary lymph node metastasis. We are reporting
this case due to its rarity.
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Conclusion
Adenoid cystic carcinoma of
breast is a rare neoplasm
accounting for 0.1% of all breast
carcinoma
with
favorable
prognosis, due to its small size,
slower growth of tumor and
absent lymph node metastasis
and distant metastasis. ACC of the
breast fails to show the typical
appearance of invasive ductal
carcinoma
on
both
mammography
and
ultrasonography properly due to
its relatively well define nature
with
less
surrounding
architectural disruption and
fibrosis. Hence proper and early
diagnosis
of
ACC
on
histopathology always wanted, in
view of its favorable diagnosis.
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