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Introduction Adenoid Cystic Carcinoma (ACC) is a rare 
form of adenocarcinoma, describing any 
cancer that begins in glandular tissues.1 
Adenoid cystic carcinoma was first described 
in the salivary gland by Foote and Frazell2 
under the term cylindroma.The most common 
site of involvement for this malignant 
neoplasm is the minor salivary glands; less 
frequently, it may also occur in the major 
bronchi, breast, uterine cervix, external 
auditory canal and lacrimal glands.3 Rare 
examples of primary ovarian tumors 
resembling adenoid cystic carcinoma have 
been reported in 1995.4,5 Although these 
extremely rare tumors resembled those of 
salivary ACC, some differences were 
recorded. They were categorized as an 
'adenoid-cystic' or 'adenoid cystic like' 
carcinomas.5 
  

Case report A 46-years-old diabetic, hypertensive patient 
(para-1) presented with abdominal pain for 
one month. She had not reached menopause. 
She had dysmenorrhea and amenorrhea for 
five months.Ultrasonogram findings showed 
right ovarian complex solido-cystic mass, 
measured about 14.6x9.1 cm, suggestive of 
ovarian carcinoma, left adnexa appears 
normal [Fig.1]. Following tumor markers 
were also performed: Carbohydrate antigen 
(CA) 125 = 40 U/mL, CA 19−9 = 11.44 
U/mL, carcinoembryonic antigen (CEA)=1 
ng/mL, βhCG =<1.20 mIu/mL. A complete 
blood count and blood biochemistry were 
performed, and all values were within the 
normal ranges. Total abdominal hysterectomy 
and bilateral salpingo-oophorectomy was 
done by dr. Rajat kumar Biswas on 8th March 
2021 and the samples were received for 
histopathology at Care investigation 
(Chattogram). 
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Abstract 
Adenoid cystic carcinoma (ACC) is an unusual histological pattern of ovarian carcinoma.Hence we 
report this rare entity in a 46 years old woman who presented with abdominal pain, history of 
dysmenorrhea and amenorrhea and the adnexectomy with hysterectomy was performed. The 
excised solidocysticovarian specimen was a 14x10x7 cm mass. The cystic spaces contained straw-
colored fluid.Histologically, the tumor was predominantly composed of cribriform pattern of ACC, 
absence of any component of the surface epithelial tumor, germ cell tumor element and presence of 
myoepithelial differentiation. In this case, the characteristics of ovarian ACC are similar to salivary 
gland type ACC and dissimilar to ACC like carcinoma.  
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On gross examination, excised uterus 
measured 6.5x4x3 cm and separated ovarian 
mass measured 14x10x7 cm. On the cut 
section, the ovary was predominantly cystic 
and partly solid areas. The cystic spaces were 
multiple, largest one measure 5x4 cm 
containing straw colored fluid. The solid area 
showed gray-white in color and measured 6x5 
cm. The external surface was smooth and 
glistening with a capsular breach measured 2 
cm. While another sided adnexa was 
unremarkable. Her cystic fluid cytology 
results were negative for  malignant cells. 
 
Microscopically, ovarian tumor revealed 
biphasic cell population with both epithelial 
and myoepithelial cells. The tumor was 
composed of nests, sheets and trabecular 

arrangement of  ovoid to spindle shaped 
uniform cells surrounding multiple round 
hyaline lumens containing mucoid material 
and small duct lumen, mostly having 
palisading basaloid and cribriform appearance 
along with perineural invasion and capsular 
invasion were also seen. Lymphovascular 
invasion was absent. The nuclei were small, 
round, and hyperchromatic, mild to moderate 
pleomorphism, inconspicuous nucleoli, scanty 
cytoplasm and few mitoses also observed 
[Fig.3 (a & b)]. In special stains, numerous 
pseudocysts and extracellular acid mucin 
were positive for PAS and alcian blue [Fig. 
3(d & c)]. The tumor was diagnosed and 
reported as primary  ACC  of ovary. 

 
 

 

 

 
Figure 1. Ultrasonogram showing right ovarian 
complex solidocystic mass, measured 
about(14.6x9.1cm) 

 Figure 2. Grossly, on cut section of right ovary 
showing solid area as well as numerous cystic 
spaces. 
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Figure 3. Photomicrograph showing ACC of ovary  with characteristic basaloid and cribriform 
pattern. Small, round basaloid tumor cells with oval hyperchromatic nuclei and surrounding 
abundant mucin are noted in and around the cribriform glands(a, [H&E] 10×); peri-neural invasion 
of the tumor cells (b, [H&E] 20×). Special stain shows pseudocyst and duct lumina positive for 
PAS; Abundant extracellular acid mucin and numerous pseudocystspositive for alcian blue at pH 
2.5 (c&d, [PAS-AB] 40×). 
 
Discussion Primary  adenoid cystic carcinoma of the 
ovary is a rare tumor that was first  reported 
in 1995 by Eichhorn and Scully.5From their 
study, the tumors contained a component of 
surface epithelium carcinoma and lacking the 
myoepithelial differentiation, which differed 

from the typical salivary gland ACC. These 
neoplasms were diagnosed either as 'adenoid 
cystic' or 'adenoid cysticlike' carcinomas as 
they arise from surface epithelial origin. 
Similarly, Ferry and Scully  et al.(1998), 
found ACC-like tumors in the uterine 
cervix.6; these tumors also contained lack of 
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myoepithelial differentiation and in some 
cases, neuroendocrine  differentiation.7 In 
contrast, we describe the tumor lacked a 
surface epithelial carcinoma component and 
showed myoepithelial differentiation, which 
was pure ACC. 
 
Similarly, Feczkoet al.(1996) explained 
primary unilateral ovarian adenoid cystic 
carcinoma,4 those tumors resembled salivary 
gland type of ACC. Another study also found, 
salivary gland type ovarian tumor reported by 
Russell et al.(1995),8where they did not 
findevidence of infiltration into the 
surrounding ovarian stroma and perineural 
spaces, which is evident in the present case. 
The histogenesis of pure ovarian ACC is 
difficult to interpret, but ACC-like 
carcinomas of the ovary are of surface 
epithelial origin is acceptable.The major 
differential diagnosis includes metastatic 
adenoid cystic carcinoma of the ovary, 
surface epithelial carcinoma(endometrioid 
carcinoma and microcystic serous 
carcinoma),granulosa cell tumor, carcinoid 
tumor,9 a reticular variant of yolk sac 
tumor.10Careful clinical examination and all 
investigative profiles could be done to 
exclude metastasis ofACC from another site, 
and no tumor is detected elsewhere.The 
endometrioid carcinoma composed of tubules 
and acinar pattern with prominent cribriform 
intraglandular bridging can simulate adenoid 
cystic carcinoma but it also contains foci of 
squamous differentiation and have more 
cellular heterogeneity.A microcystic serous 
carcinoma may also resemble an ACC like 
pattern but definite myoepithelial cells and 
basaloid type cells are absent.Pure ovarian 
ACC may also be similar to microfollicular 
granulosa cell tumor; it contains pale, oval or 
angulated nuclei with nuclear grooving and 
absence of myoepithelial cells.Carcinoid 
tumors consist of microacinar pattern have 
uniform small round cells, scanty cytoplasm 
with luminal eosinophilic material but do not 

contain basal lamina material. Primary 
carcinoid tumors are often combined with 
mature teratoma.The microcystic-reticular 
pattern of a yolk-sac tumor resembles the 
cribriform pattern of the ACC; Yolk sac 
tumor usually contains immature nuclei, 
hyaline globules, Schiller-Duval body and 
lack of myoepithelial cells. Prior to our final 
diagnosis of pure ACC, we observed all 
described carcinoma patterns, including 
clinical history, extensive sampling, and 
preexisting teratoma. 
 
In conclusion, we describe a rare case of pure 
ovarian ACC.Although  majority of ACC are 
ovarian surface epithelial origin, the 
histogenesis in the present case remains 
unclear whereas the tumor did not contain any 
glandular component, absence of any 
mullerian element and the presence of 
myoepithelial differentiation.The primary 
treatment for this tumor is surgery.The role of 
radiotherapy,chemotherapy and targeted 
agents is less well defined.Long-term follow-
up is essential for the detection and treatment 
of local recurrences and metastatic disease. 
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