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A 61-year-old woman with advanced alcoholic liver cirrhosis (Child – Pugh score:
C, 10 points; MELD score: 24 points) developed evident jaundice with prevalent
conjugated hyperbilirubinemia (bilirubin:
total 12.0 mg/dL, direct 7.5 mg/dL). Aminotransferases were only mildly elevated
(AST 76 U/L, ALT 40 U/L), while there was
a predominant elevation of alkaline phosphatase (162 U/L) and γ-glutamyl transpeptidase (103 U/L). Routine laboratory
analysis also showed anemia (hemoglobin 9.8 g/dL), thrombocytopenia (platelets 25 000 /μL), and prolonged prothrombin time (PT-INR 2.01). Ultrasonography showed dilated bile ducts.
Magnetic resonance cholangiopancreatography (MRCP) revealed an abnormal
biliary tree with multiple strictures and
focal dilatations characterized by irregular contrast enhancement, potentially
suggestive of intraductal malignancy,
although no prominent obstruction was
observed (▶ Fig. 1 a, b). Radiographic
features of portal hypertension with perigastric and perisplenic collaterals were
also observed. Neither esophageal nor
gastric varices were found by esophagogastroduodenoscopy, while congestive gastropathy was present. Endoscopic
retrograde cholangiopancreatography
(ERCP) was carried out with the aim of
defining the diagnosis and facilitating
biliary drainage. ERCP documented multiple narrowing of intra- and extrahepatic
bile ducts without major stenosis (▶ Fig.
1 c). The still unexplained biliary strictures prompted performance of peroral
cholangioscopy ( ▶ Fig. 1 d; ▶ Video 1).
Biliary sphincterotomy was performed to
be able to pass the cholangioscope. Peroral digital single-operator cholangioscopy (SpyGlass DS; Boston Scientific) revealed multiple bile duct varices (BDV)
with red spots and microbleedings localized to the common bile duct, thereby
defining a diagnosis of portal biliopathy.
Neither a critical (i. e., clinically significant) stenosis nor blood clots causing obstruction were found. Therefore, no en-
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▶ Fig. 1 Imaging studies of abnormal biliary tree: a, b magnetic resonance cholangiopancreatography, c endoscopic retrograde cholangiopancreatography, d peroral cholangioscopy. Arrows in d indicate bile duct varices.

doscopic treatment was performed. The
patient remained clinically stable on follow-up, although no substantial improvement of jaundice was observed (bilirubin:
total 13.2 mg/dL, direct 7.7 mg/dL). She
accepted an offer to participate in a program of alcohol counseling and, finally,
after 6 months of abstinence from alcohol, was considered for liver transplantation.
The term portal biliopathy refers to biliary obstruction associated with cavernous transformation of the portal venous
system. Jaundice is its main clinical manifestation, but cholangitis and hemobilia
may also be present. The diagnosis of
portal biliopathy requires three criteria

to be fulfilled: (i) presence of portal cavernoma and/or hypertension, (ii) typical
cholangiographic changes (e. g., irregular ductal contour, strictures and dilatations) on ERCP/MRCP, and (iii) absence
of other conditions that cause similar
changes (e. g., neoplasms, primary sclerosing cholangitis, choledocholithiasis)
[1].
Although BDV have been known about
for decades [2, 3], their diagnosis is still
a clinical challenge for which a high index of suspicion is crucial [4]. BDV should
be considered in the differential diagnosis of obstructive jaundice, especially in
patients with known portal cavernoma
and/or hypertension when medical im-
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Video 1 Multiple bile duct varices with red spots and microbleedings localized to the
common bile duct on peroral cholangioscopy.
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aging is inconclusive. Peroral cholangioscopy, allowing direct visualization of the
biliary tract, may be a useful diagnostic
tool for uncovering the causes of indeterminate biliary anomalies [5].
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