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A case of adenoid cystic carcinoma with a primary breast lesion is reported together with a brief discussion 

of the literature. The patient was a 71.・year-oldwoman. On examination she was found to have a mass beneath 

and somewhat lateral and inferior to the left breast， and she was referred to our hospital for detailed examina-

tion. Adenoid cystic carcinoma was diagnosed on needle biopsy， and mastectomy and sentinellymph node biopsy 

were performed. On histopathology， nests of various sizes were present as百surroundingthe interstitium， and 

cribriform and solid structures were seen. In the nests， true glandular lumina and pseudocysts were seen， pre-

senting a so-called adenoid cystic pattern. The tumor cells were small， the nucIear grade was low， and no vascu-

lar invasion was seen. Adenoid cystic carcinoma is generally thought to have a fairly good prognosis， but many 

are triple-negative breast cancers， for which the prognosis is poor， and the course needs to be monitored appro-

priately. 
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Introduction 

Adenoid cystic carcinoma (ACC) of the breast is 

extremely rare， accounting for about 0.1 % of all 

breast cancers 1)2). Many ACC patients are triple-

negative， but it is reported that the frequency ofax-

illary lymph node and distant metastases is low， and 

that the prognosis with this histological type is 

fairly good3
). The case of a patient with ACC is re-

ported accompanied by a brief discussion of the lit-

erature. 

Case Report 

Patient: A 71・year-oldwoman. 

Chief complaint: Left breast lump and breast 

pam. 

Current history: The patient had felt left breast 

pain and a lump 4 years earlier， and her course was 

observed. A lump was seen beneath and somewhat 

lateral and inferior to the left nipple on breast ultra-

sound examination. and she was referred to our 

hospital for detailed examination. 

Past history: Trigeminal nerve palsy， hyperlipi-

demia. 

Family history: A sister with lung cancer. 

Present status: An elastic-hard， readily movable 

mass， 25 mm in diameter， was palpated beneath and 

somewhat lateral and inferior to the left nipple. 

There was no axillary lymphadenopathy. 

Blood test findings: N 0 abnormalities were seen 

in blood counts or biochemical tests. Of the tumor 

markers， a slight elevation was seen in p53 (1.41 U / 

mL)， but no other markers were elevated (CEA， 

NCT-ST・439，CA15-3， BCA225， HER2 protein). 

Mammography findings: A lobulated mass that 

was poorly circumscribed in parts was seen adj a-

cent to and somewhat lateral and inferior to the nip-

ple of the left breast (Fig. 1). 

Breast ultrasound findings: A well-circumscri-

bed， lobulated， hypoechoic mass， 22 mm x 16 mm X 

13 mm in size， with a smooth margin was seen at 5 

o'clock on the left side. The internal structure was 

heterogeneous， and the posterior echo was un-

changed (Fig. 2). 
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Fig. 1 Mammography 

A lobulated mass that is poorly circumscribed in parts 
is seen adjacent to and somewhat lateral and inferior 
to the nipple of the left breast. 

Fig. 2 Ultrasonography 
A well-circumscribed， lobulated， hypoechoic mass， 22 
mm x 16 mm x 13 mm in size， with a smooth margin 

is seen at 5 o'clock on the left side. The internal struc 
ture is heterogeneous， and the posterior echo is un-
changed. 

Breast MRI findings: A lobulated nodular 

shadow， 25 mm  in size， with contrast enhancement 

was seen in the left lateroinferior area (Fig. 3). 

Core needle biopsy (CNB) findings: Proliferation 

of small roudish cells arranged into cord-like， cribri-

form， and/or solid architecture was seen against a 

background of myxoid stroma (Fig. 4). True glandu-

lar lumina and pseudocysts were seen in the nest， 

and ACC was diagnosed. 

Fig. 3 MRI 

A lobulated nodular shadow of 25 mm in size with 
contrast enhancement is seen in the left lateroinferior 
area. 

Fig. 4 Histopathological finding (CNB) 

Proliferation of small roudish cells arranged into cord-
like， cribriform， and/or solid architecture was seen 
against a background of myxoid stroma. 

Surgical findings: The tumor extended to be-

neath the nipple， and a mastectomy and sentinel 

lymph node biopsy were performed. Intraoperative 

rapid pathological diagnosis confirmed that there 

were no lymph node metastases. 

Gross findings of resected specimens: The tu-

mor section surface was 30 mm  X 22 mm， and the 

tumor had mixed solid and cystic portions. 

Histopathological findings: On hematoxylin and 

eosin (HE) staining， fairly diffuse invasion of the in-
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Fig. 5 Histopathological findings (x 100) 
On HE staining. fairly diffuse invasion of the interstitium by cell nests of various sizes and 
consisting of true glandular lumina and pseudocysts is seen. 
a: Numerous lumina showing cribriform structures are seen. 
b: A portion showing a solid structure. 

terstitium by cell nests of various sizes with true 

glandular lumina and pseudocysts was seen. Parts 

with numerous lumina and showing a cribriform 

structure (Fig. 5a) and parts with a solid structure 

(Fig. 5 b) were evident. The true glandular lumina 

were positive on periodic acid schiff (P AS) staining， 

and a mucoid substance in the pseudocysts was 

positive on Alcian blue staining. Thus， ACC was di-

agnosed. The tumor cells were small， nuclear atypia 

was mild， and no vascular invasion was seen. Speci-

mens were negative for ER and PgR， and HER2 

(1 + ) and Ki-67 were below 5 %. 

Postoperative course: The patient's postopera-

tive course was good， and the patient was released 

from hospital on Day 10. Tegafu子uracilwas admin-

istered as adjuvant therapy. 

Discussion 

ACC is a malignant tumor that occurs commonly 

in the salivary glands and bronchi， accounting for 

36.5% of malignant tumors in the submandibular 

glands and 16.8% in the parotid glands4
). However， 

the incidence in the breast is very low， with a fre-

quency of less than 0.1 % of all breast cancers 1)2). 

The first report in J apan was by Ayabe et al in 

1974， and to the best of our knowledge， there have 

been only 70 cases reported to date. 

ACC of the breast occurs below or near the 

areola， and it is often palpated as a spherical， easily 

movable mass. Pain that corresponds to the mass is 

considered to be a clinical characteristic and was 

also present in the present patient. Histological 

perineural invasion has been suggested as the 

cause of the pain5
). 

ACC has few characteristic imaging findings， and 

a definitive diagnosis is difficult with preoperative 

diagnostic imaging alone6
). On both mammography 

and ultrasound images， it is often detected as a well-

defined tumor shadow; similar findings were p町田

sent in the present case. 

Histopathologically， adenoid cystic carcinoma 

that occurs in the mammary glands has the same 

histological features as that which affects the sali-

vary glands. Cell nests of irregular size invade the 

interstitium with relative diffuseness. These cell 

nests may show ductal to cystic shapes， solid struc-

ture， and cord-like arrangements， and a very com-

mon characteristic is an epithelial cell arrangement 

as if surrounding the interstitium. Fairly large cell 

nests that show a cribriform structure at first 

glance are well-known， but they consist of true glan-

dular lumina and pseudocysts (adenoid cystic pat-

tern). The internal parts of the true glandular lu-

mina are positive with P AS staining， and the mucus 

in the pseudocysts is positive with Alcian blue 

staining. The tumors consist of two kinds of cells， 

small glandular epithelial cells with round nuclei 

and oval to spindle-shaped myoepithelial cells in 

which pyknosis is seen. This is called a biphasic pat-

tern. Ro et ar)， based on the proportion of the solid 

portion in the entire tumor， classified tumors in 
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which almost no solid portion are seen as grade 1， 

those with < 30% as grade II， and those with三

30 % as grade III， and they reported that the likeli-

hood of recurrence increases as the solid portion be-

comes larger. In the present case， the solid portion 

accounted for about two-thirds of the tumor， corre-

sponding to grade III. 

The treatment selected was surgical resection. 

Various operative procedures are reported， from 

lumpectomy to radical mastectomy， depending on 

tumor diameter and location， but in the present 

case， mastectomy was selected based on the fact 

that the lesion was under the nipple. Kontos et a1
8
) 

stated that axillary lymph node dissection could be 

omitted， and reports of lymph node metastasis are 

also rare in J apan3
)9)玖

ACC is generally thought to be a breast cancer 

with a relatively good prognosis， but there are also 

reported cases of metastatic recurrence 11). In addi-

tion， many patients are triple-negative， that is， both 

hormone receptor and HER 2・negative，for which 

chemotherapy is indicated in the guidelines. How-

ever， in the 13th Saint Gallen IBCC 2013 consensus， 

adjuvant chemotherapy is not recommended for 

ACC if it is node-negative 12). Therefore， the recur-

rence risk in the present case was considered low 

and judged that anthracyclines and taxanes were 

unnecessary as adjuvant therapy. There is still no 

standard treatment for ACC， so appropriate follow-

up of such cases is needed. 

The authors have no conflicts of interest to disclose. 
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乳腺原発の腺様嚢胞癌の 1例を経験したので，若干の文献的考察を加え報告する.症例は 71歳女性.検診の乳

腺超音波検査で左乳房乳頭直下やや外側下方に腫癒を指摘され，精査目的に当科紹介となった針組織生検で腺

様嚢胞癌と診断され，乳房切除およびセンチネルリンパ節生検を施行した病理組織所見では，間質を囲むよう

に様々な大きさの胞巣が，飾状構造や充実性構造を呈するように存在した胞巣には真の腺腔と偽嚢胞が認めら

れ，いわゆる adenoidcystic patternを呈していた腫蕩細胞は小さく，核異型度は弱く，脈管侵襲は認めなかっ

た腺様嚢胞癌は一般的に比較的予後良好とされているが，予後不良とされるトリプルネガティブ乳癌を呈する

症例が多く，適切な経過観察が必要と考える.
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