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Cholangiocarcinoma Masquerading as IgG4-related Sclerosing
Cholangitis

Sangyoung Yi', Dong hui Cho', Seungha Hwang', Kyunghwan Oh', Hyeon Jeong Kim', Jihun Kim? Myung-Hwan Kim'
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IgG4-related sclerosing cholangitis (IgG4-SC) represents a rare but clinically
challenging differential diagnosis in patients with biliary strictures which can be
mistaken for cholangiocarcinoma. We present a case of a 73-year-old male presented
with abdominal discomfort and weight loss. Biliary images showed long-segment
luminal narrowing of extrahepatic bile duct associated with prominent enhanced
wall thickening, but luminal patency was preserved. Pancreatic images revealed = Received May 2,2016
segmental irregular narrowing of main pancreatic duct without upstream duct  Revised  May 25,2016
dilatation. His liver function tests and CA19-9 level were normal. Putting all findings ~ Accepted Jun. 7,2016
together, IgG4-SC associated with autoimmune pancreatitis was strongly suspected. o rresponding author : Myung-Hwan Kim
However, endobiliary biopsy of extrahepatic bile duct revealed adenocarcinoma  Division of Gastroenterology, Department of
which was not resectable due to celiac axis involvement. Because there is an  Internal Medicine, Asan Medical Center, University
overlap in biliary imaging findings between IgG4-SC and cholangiocarcinoma,  of Ulsan College of Medicine, 99 Olympic-ro 43-
biopsy is essential for adequate differential diagnosis. We present a case of %I i%g?g:?oﬂ‘ofg%gl O?:f’ Eggﬁ§—476—0824
cholangiocarcinoma masquerading as IgG4-SC based on clinical and imaging .- mhkim@ame seoul kr
findings.
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Fig. 1. Biliary dynamic Computed tomography findings. (A) Coronal image: Prominent wall thickening and enhancement of extrahepatic bile duct
(circle) associated with proximal duct dilatation. (B) Cross-sectional image: Soft-tissue cuffing (circle) around celiac axis.
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Fig. 2. (A) Initial Magnetic resonance cholangiopancreatography findings. Long-segment narrowing (arrows) of extrahepatic bile duct with proximal
bile duct dilatation is noted. However, luminal patency in the narrowed segment is preserved. Main pancreatic duct is segmentally narrowed at the
head and neck portion (arrow heads). (B) Endoscopic retrograde pancreatographic findings. Main pancreatic duct is sesgmentally narrowed at the head

and neck portion (arrows) without upstream duct dilatation.
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Fig. 3. Endobiliary biopsy ﬁndlngs (A) Afew clusters of |nﬁ|trat|ng mallgnant cells (arrows) are |nbedded in desmoplastlc stroma (H&E, x100). (B) Only a
few IgG4-positive cells are obserseved (IgG4, x100).
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Table 1. Differentiation between IgG4-SC and cholangiocarcinoma based on biliary imaging

19G4-SC

Cholangiocarcinoma

Symmetric(concentric) wall thickening

Smooth luminal surface

Preserved luminal patency despite prominent wall thickening
Multifocal stricutres with intervening normal-looking duct

Relateively mild proximal duct dilatation despite a long stricture

Asymmetric(eccentric) wall thickening
Irreqular surface

Complete obliteration of bile duct lumen
Single, localized

Marked proximal duct dilatation

Fig. 4. Magnetic resonance cholangiopancreatography findings after a
steroid trial. Pancreaticobiliary strictures did not improve at all after two-
week steroid trial.
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