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IgG4 Associated Cholangiopathy: Diagnosis,
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ABSTRACT

IgG4-associated cholangitis (IAC) is a subgroup of IgG4-related disease, which is more common in elderly men.
IAC is frequently coincident with autoimmune pancreatitis (AIP). However, some IAC cases do not have other
organs involvement. The diagnosis of IAC is based on biochemical, radiological, and histological features. Among
these, elevated serum levels of 1gG4, extra- and intrahepatic biliary strictures (as visualized by cholangiography),
lymphoplasmacytic infiltrations in the liver and bile duct tissue, and association with AIP are of key importance. IAC
may mimic primary sclerosing cholangitis or cholangiocarcinoma (CC). It is classically a corticosteroid-responsive
condition and corticosteroid is regarded as the initial treatment of choice in this disease. However, relapse following
corticosteroid withdrawal is a frequent event.
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1. Immunoglobulin G4-Associated Cholangitis (IAC)
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2. Primary Sclerosing Cholangitis

1. Autoimmune pancreatitis (AIP)
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Diagnosis and Management of Suspected IAC

Biliary Stricture(s): intra-hepatic, proximal extra-hepatic duct, intra-pancreatic

v v v

Group A Group B Group C
Previous pancreatic/biliary resection Classical imaging findings of Two or more of the following:
or core biopsy of pancreas showing AIP + Elevated serum IgG4 « Elevated serum IgG4
diagnostic features of AIP/IAC « Suggestive pancreatic imaging findings

« Other organ involvement
« Bile duct biopsy with > 10 IgG4 + ve cells/hpf

v

Definite IAC
chnite Probable IAC

Complete 11 week course of steroids for distal bile duct strictures .
Steroid treatment for 4 weeks
Consider adding azathioprine 2 mg/kg for maintenance of remission in ¢

roximal/intra-hepatic strictures
P P € Repeat evaluation shows:

» Markedly improved biliary strictures allowing
stent removal

« Liver enzymes < 2 ULN

o Decreasing serum IgG4 and Ca 9-19

Every effort should be made to exclude biliary/pancreatic malignancy before initiating steroid therapy with should not be used as a
substitute for a thorough search for malignancy
o The following features are not suggestive of IAC and should suggest alternate diagnosis:
a) Before steroid therapy:
« Atypical biliary cytology, positive DIA/FISH
« Markedly evelated serum CA 19-9
« Pancreatic duct dilation with pancreatic atrophy
b) On steroid therapy
« Rising serum CA 19-9

« No improvment in Liver enzymes or biliary stricture despite 4-6 weeks of therapy
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