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Table 4. Overview of utility of investigations in PBC.

Test Finding Suspicion Diagnosis Prognosis  Notes

ALP i v v v Values associated with disease progression

AST/ALT 1 v v Prominent elevation may be suggestive of PBC with features of AIH

GGT ! v Reflects cholestatic liver injury

lgM 1 v Elevated values associated with disease

AMA (>1/40) + v Diagnostic hallmark in over the 90% of patients in correct clinical context

Specific ANA + v Specific immunofluorescence patterns: Perinuclear rims, nuclear dot,
centromere; present in 30%

anti-gp210 + v v Specific immunoassays available

anti-sp100 + v Specific immunoassays available

anti-centromere + v Associated with portal hypertensive phenotype

Bilirubin 1 v Elevation at late stages; frequently indicative of cirrhosis except in patients
with ductopenic non-cirrhotic variant

Platelets | v Indicative of cirrhosis

INR 1 v Indicative of cirrhosis

Albumin | v Indicative of cirrhosis

ALP, alkaline phosphatase; AST, aspartate aminotransferase; ALT, alanine aminotransferase; GGT, gamma-glutamyltranspeptidase; IgM, immunoglobulin M; AMA,
antimitochondrial antibodies; ANA, antinuclear antibodies; INR, international normalised ratio,



Approach to slowing disease progression for patients with primary biliary cholangitis without cirrhosis
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General measures:
= Vaccination for HAV and HBV for patients without
serologic immunity
= Abstain from alcohol
= Refer to hepatologist for long-term management

Initial pharmacologic therapy:
= Ursodeoxycholic acid (UDCA)

Laboratory monitoring:

= Liver tests (ALT, AST, alkaline phosphatase, total
bilirubin) and platelet count every 3 to 6 months

Is there a biochemical response (ie, normalization of
alkaline phosphatase) after 1 year of UDCA therapy?
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l
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*Elafibranor — PPAR-o/&

Yes No
Continue: Escalate medical therapy by adding PPAR agonist¥l
= UDCA

Is there a biochemical response (ie, alkaline phosphatase

= Laboratory monitoripg <1.5 times ULN) after 6 months of therapy?
every 3 to 6 months

*Seladelpar — PPAR-§

Yes No
Continue: Continue:2
= UDCA = UDCA
= PPAR agonist = PPAR agonist

= L aboratory monitoring

* Further evaluation and management are guided
every 3 to 6 months

by a hepatologist and may include:
= Evaluation for liver transplantation for
progressive disease®
= Investigational therapy
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