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Abstract

A 61-year-old woman presented with features of acute cholangitis and distal common bile duct obstruction.
Histopathology from ampulla of Vater biopsy demonstrated extensive local amyloid deposition. Amyloidomas can
cause local obstructive effects and have been described in the small intestine, stomach, and gallbladder. This is
the second case of a discrete amyloid deposit causing extrahepatic biliary obstruction and cholangitis.

Introduction

Amyloidosis is a disorder of extracellular insoluble protein deposition, most commonly presenting with fatigue,
light-headedness, and weight loss.! Primary (AL-type) and secondary (AA-type) are the most common amyloid
subclassifications, with smaller numbers of patients affected by dialysis-related, senile, and familial amyloi-
doses. Liver involvement in amyloidosis is common, reported in up to 70% patients at autopsy,? but is usually
asymptomatic.3Jaundice is a poor prognostic indicator, and is most often due to intrahepatic amyloid deposition.
Amyloid infiltration in the gastrointestinal system is usually diffuse,* but focal deposits of amyloid may occur as
pseudotumours, or “amyloidomas.” These have been described in the stomach, duodenum, jejunum, and gall-
bladder,>” where they may be mistaken for a primary malignancy and cause physical obstruction.

Case Report

A 61-year-old woman presented with 1 week of fever, rigors, and vomiting, and 4 months of malaise and dizzi-
ness. She described a 15-kg weight loss and nocturnal pain in both feet. Past medical history included chole-
cystectomy at age 54 years. Physical examination revealed mild right upper quadrant tenderness and bilaterally
reduced proprioception in the great toe. Admission blood tests showed white cell count 22 x 10%L, C-reactive
protein 72.5 mg/L, alkaline phosphatase 333 U/L, albumin 29 g/L, and prothrombin time of 13.1 s. CA 19-9 was
not elevated, and she was not jaundiced.

Computerized tomography revealed calcific material within the distal CBD at the level of the ampulla, with dila-
tion of the CBD and intrahepatic ducts. Cholangiography demonstrated dilation of the CBD with a distal filling
defect (Figure 1), although no stone was retrieved with balloon trawl. The ampulla was noted to be inflamed and
edematous, and biopsies were taken. Sphincterotomy was not done due to excessive bleeding from the biopsy,
but a plastic stent was placed across the biliary orifice. Intravenous antibiotics were given for cholangitis, and the
patient made an uneventful recovery.

Analysis of the ampullary biopsy revealed infiltration with a congophilic material, which showed apple-green
birefringence consistent with amyloid. Detailed analysis confirmed AL-type amyloidosis (kappa subtype; Figure 2),
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Figure 1. ERCP demonstrating dilated common bile duct with distal filling
defect. Previous cholecystectomy clips noted.

with evidence of extensive local amyloid deposits replacing the
normal structure. Scintigraphy did not identify any evidence
of cardiac or renal amyloid involvement, and the patient had
a good response to chemotherapy with cisplatin, vinblastine,
and dacarbazine.

Discussion

Gastrointestinal involvement in amyloidosis is common,
with liver involvement reported in up to 90% of cases.*
Findings suggestive of liver involvement are hepatomeg-
aly and persistently elevated alkaline phosphatase.? The
degree of hepatic dysfunction seen on liver function tests
does not correlate well with the extent of systemic amyloid
deposit,® but liver involvement is often a poor prognostic
indicator.? Several case studies have identified amyloido-
sis as a cause of cholestatic jaundice,?31912 with evidence
of perisinusoidal amyloid deposition in intrahepatic bile
ducts causing physical obstruction to the flow of bile.}!3

Amyloid deposition in the gastrointestinal tract is usually
diffuse,* but localized amyloid pseudotumours or “amy-
loidomas” can form. These have been described in the
stomach and gallbladder, where they may be mistaken for

Figure 2. Ampullary biopsy with kappa light chain immunohistochemistry
staining revealing infiltration with a congophilic material of apple-green bi-
refringence consistent with amyloid.

primary tumors,®’” and in the small intestine, where they
may cause intestinal obstruction. In one case, a large duo-
denal amyloidoma exerted a significant mass effect, result-
ing in duodenal obstruction and obstructive jaundice.® This
is the second reported case in which an amyloidoma at
the ampulla of Vater caused CBD obstruction, resulting in
jaundice and cholangitis.’® In our case, biopsy of the am-
pullary lesion revealed the diagnosis, and allowed for timely
initiation of appropriate chemotherapy.'#

Although gastrointestinal involvement in amyloidosis is
common, the liver is never the sole organ affected.!> Amy-
loidosis still carries a significant mortality with a median
1-year survival of 50% in untreated AL amyloidosis.'® Over
half of patients with evidence of hepatic amyloidosis will
have proteinuric renal involvement or cardiac dysfunction,
and renal failure remains the most frequent cause of death
in patients with systemic amyloidosis.® Although amyloi-
dosis represents a rare cause of cholestatic jaundice, it is
important to consider it in the differential, as many of the
presenting features are non-specific.
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