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Sclerosing cholangitis from microscopic polyarteritis:
an 8-year follow-up case report

Sina Alexander, MBBS, FRACP, Michael J. Bourke, MBBS, FRACP, Jonard Co, MD,
Stephen J. Williams, MBBS, FRACP

Sydney, Australia

Disruption to the arterial blood supply of the biliary
epithelium can lead to ischemic cholangitis, with ensuing
strictures, cholestasis, and, if unresolved, progression to sec-
ondary sclerosing cholangitis. Reported causes include iatro-
genic hepatic arterial injury, hepatic artery thrombosis in liver
transplantation recipients, or intra-arterial administration of
chemotherapeutic drugs.1 Rarely, ischemic cholangitis can
develop as a result of vasculitis affecting the mesenteric blood
vessels. We present a case that shows the progression of is-
chemic cholangitis in a patient with microscopic polyarteritis
(MPA) who developed symptomatic sequential common bile
duct (CBD) and hilar strictures. Side-by-side plastic stents
and bilateral hilar stents were used for the treatment of
CBD and hilar strictures, respectively, in conjunction with
cytotoxic and immunosuppressive therapy.

CASE REPORT

A 37-year-old woman with no medical history presented
with epigastric and right upper-quadrant pain. She under-
went a series of investigations that included upper and
lower endoscopies, US, abdominal CT, hepatobiliary imino-
diacetic acid scan, and laparoscopy, all of which were
unremarkable. Subsequently, a further severe episode of
abdominal pain was associated with mild mixed abnormali-
ties of liver function tests (LFT) and biliary dilatation. An

Figure 1. Finding on ERCP, showing a distal CBD stricture with proximal

biliary dilatation.
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ERCP was performed. The papilla and pancreatic duct were
normal. The bile duct had a pleated configuration at the
distal end, with a stricture in the mid CBD and proximal di-
latation. The intrahepatic ducts were normal (Fig. 1). A 10F,
7-cm-long plastic stent was inserted. A subsequent exhaus-
tive investigation, including an EUS, failed to discern an
etiology. A subsequent ERCP at 3 months showed improve-
ment of the biliary stricture, and she began a program of
side-by-side stenting. The stricture and the proximal dilata-
tion resolved, although the cholangiogram revealed an
irregular ridged biliary wall and pseudodiverticuli (Fig. 2).
The patient was now asymptomatic and declined further
follow-up.

Four years after the initial ERCP, she developed polyar-
thritis, peripheral neuropathy, and cutaneous vasculitis,
with symptoms of cholestasis and abnormal LFTs. An
ERCP revealed bilateral hilar strictures with dilatation,
which was more pronounced on the right. There was also
retraction of the biliary tree, with shortening of the CBD
(Fig. 3A and B). Antinuclear antibodies were positive (1 in
320). Perinuclear antineutrophil cytoplasm antibodies
(p-ANCA) were also positive. Erythrocyte sedimentation
rate was elevated at 96 mm/h (normal Z 0-26 mm/h).
Abdominal angiogram performed on 2 separate occasions
revealed microaneurysm formation. The changes predomi-
nantly involved the renal and hepatic arteries, although

Figure 2. Finding on ERCP, showing resolution of distal CBD stricture

but diffuse abnormality with irregular ridging of the biliary wall and

pseudodiverticuli.

Figure 3. A, Balloon occlusion cholangiogram, showing shortening of

the bile duct, bilateral hilar strictures, and proximal dilatation. B, Bilateral

7F hilar stents were placed.
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