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Abstract
Adenomyoma is an uncommon, benign lesion with reactive and 

hamartomatous features resembling a tumor. While it can manifest 
anywhere along the gastrointestinal tract, including the gallbladder, 
stomach, duodenum, and jejunum, its occurrence in the extrahepatic bile 
duct and ampulla of Vater (AOV) is exceedingly rare. Adenomyomas 
affecting the Vaterian system (ampulla and common bile duct) carry 
significant clinical implications, as most of these lesions manifest with 
obstructive biliary tract symptoms and exhibit characteristics similar 
to malignancies. Histologically, it can be easily confused with well-
differentiated adenocarcinoma. Hence, meticulous histological assessment 
is imperative to confirm the diagnosis definitively. Here, we present the 
pathological observations from three cases of ampullary adenomyoma, 
highlighting the rarity of this condition and the diagnostic challenges it 
presents.
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Introduction
Adenomyoma is a rare, non-neoplastic tumor-like lesion occurring 

commonly in the fundus of the gallbladder but can arise throughout the entire 
biliary tree including papilla of Vater [1, 2]. It’s also called adenomyomatous 
hyperplasia and defined as a well circumscribed, nodular proliferation of 
smooth muscle cells, ducts and glands, clearly disorganized compared 
to normal [3]. Despite being a benign lesion in most cases, ampullary 
adenomyoma present clinical signs of obstructive jaundice and mimic 
malignant neoplasm thereby leading to extensive surgical resection with a 
high risk of complications [4].  Here, we report the pathologic findings of 
three cases of ampullary adenomyoma because of the rarity of this disease 
and the diagnostic pitfalls involved.

Materials and Methods
All pancreatico-duodenectomy and ampullectomy cases received in 

the Department of Pathology for 8 consecutive years at our institute were 
reviewed and we found 3 cases of adenomyoma. 

Case 1: A 73-year-old female patient presented with hepatic colic, 
obstructive jaundice, and loss of appetite. An endoscopic retrograde 
cholangiopancreatography (ERCP) was performed, revealing a nodular mass 
originating from the peripancreatic orifice of the ampulla. An ampullectomy 
was conducted as the mass was well-demarcated and showed no evidence of 
involvement of the distal common bile duct.
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Case 2 and 3: Two male patients, aged 68 and 65 years, 
presented with epigastric pain and obstructive jaundice.

Abdominal ultrasonography showed common bile duct 
dilation in both cases, along with nodular masses measuring 
2 cm and 0.8 cm at the ampulla, respectively. Additionally, 
abdominal computed tomography revealed mild extrahepatic 
bile duct dilatation with diffuse wall thickening and 
enhancement. (Figure 1)

Despite no evidence of malignancy found during 
the investigation, both patients underwent cephalic 
duodenopancreatectomy with lymph node dissection.

Results
Macroscopically, the ampulla appeared firm and 

exhibited a well-defined polypoid lesion measuring 1.5 cm, 2 
cm, and 0.8 cm in our three cases, respectively. Histological 
examination revealed consistent morphology across all 
cases. The lesion consisted of proliferating benign glands of 
varying sizes, lined by gastric antral epithelium and separated 
by bands of fibromuscular tissue. The overlying mucosa 
appeared unremarkable. (Figure 2)

Discussion
Adenomyoma is a rare benign nodular lesions showing 

proliferation of both epithelial and smooth muscle components 
[5]. It can occur anywhere in the gastrointestinal tract 
including the gallbladder, stomach, duodenum, and jejunum. 
It is very rarely observed in the extrahepatic bile duct and 
ampulla of Vater (AOV) [1]. Histogenesis of adenomyoma in 
the Vaterian system remains ambiguous. One theory claims 
that papilla inflammation may cause dysfunction of the 
muscle fibers of the sphincter of Oddi, leading to muscular 
hyperplasia, as well as adenomyomatous hyperplasia. 
Another theory argues that these lesions may represent a 
form of an incomplete heterotopic pancreas that could be 
justified by the presence of pancreatic tissue containing 
scattered ducts and hyperplastic smooth cells, with no acinar 
or endocrine tissue [1, 6]. Despite its benign nature, patients 
with ampullary adenomyoma usually present with features of 
biliary obstruction and weight loss with rare reports of acute 
pancreatitis with clinical similarities to periampullary tumors. 
This resemblance malignancies makes the preoperative 
diagnosis challenging. Definite diagnosis is confirmed by 
histological examination [7]. Adenomyoma is histologically 
characterized by a well circumscribed, dense proliferation of 
ducts and ductules with smooth muscle bundles and collagen 
fibers. Multiple lobules of the glands are mainly located in 
the muscular layers of the Vaterian system, thereby resulting 
in the hypertrophy of the sphincter of Oddi. Ducts and 
glands are lined by columnar or cuboidal cells, and show no 
atypia or  mitoses. Moreover, it has immunohistochemical 
characteristics of cytokeratin 7 expression without 
cytokeratin 20 expression [3, 6]. Differential diagnosis 
with adenocarcimoma may be challenging, but glands with 
basally located monotonous nuclei and a lobular arrangement 
of small ducts without desmoplastic reaction is in favor of 
an adenomyoma. Additionally, low proliferative activity 
estimated by immunohistochemical staining with a Ki67 
antibody can help with the diagnosis [6, 8]. In conclusion, 
adenomyoma of the ampulla of Vater is a rare benign tumor 
of clinical importance. Morphologically, it can easily be 
mistaken for well differentiated adenocarcinoma therefore, 
careful histological evaluation is necessary for a definite 
diagnosis.

 
Figure 1: An abdominal computed tomography showing mild 
extrahepatic bile duct dilatation with diffuse wall thickening.

 

Figure 2: Microscopic examination of the specimen. H&E. A 
:  Low magnification showing microscopic features of atypical 
glandular structure located in the muscular layer of the duodenal 
wall (25X). B: lobular arrangement of ducts ducts of variable sizes 
without desmoplastic reaction (100X). C: At high magnification, the 
glandular lesions are composed of columnar epithelial cells with 
basally located nuclei without atypia or mitosis (400X)
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