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PSC is a chronic cholestatic biliary
disease characterized pathologically by a
chronic  inflammatory and fibrosing
process, which leads to diffuse stenosis
and wall thickness throughout the intra-—

and extra—hepatic biliary tracts. The
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pathogenetic mechanism is  unknown.
Inflammatory changes have focused on the
biliary epithelium, and epithelial damage
is always observed. Exclusion of 1gG4-SC,
SSC with an obvious cause and malignant
diseases is important in the diagnosis of
PSC.

The age distribution of PSC in
Japan shows two peaks, and IBD is common
in the age group corresponding to the
younger peak.

Persistent biliary stasis leads
to liver cirrhosis and liver failure. No
effective medications are available, and
liver transplantation is the only curative
treatment for PSC.

EREE
It is necessary to exclude IgG4-related
sclerosing cholangitis, secondary
sclerosing cholangitis caused by diseases
with an obvious pathogenesis, and
malignant diseases such as biliary cancer.
A. Diagnostic items
I. Major items
A. Biliary tract imaging
1) Cholangiographic findings
characteristic of PSC
2) Cholangiographic findings not
specific to PSC
B. An increased alkaline phosphatase
level
II. Minor items
a. Association with inflammatory bowel
disease
b. Liver histology
Fibrous cholangitis/onion skin lesion
B. Diagnosis
A1) +B Definite diagnosis

+ a

+b

‘A1) Probable diagnosis

A2) +B+a+b Definite diagnosis

+B+a Probable diagnosis
+B+b
A2) +atb
+a Possible diagnosis
+b
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