
Sclerosing Cholangitis

• Primary
– Immune-mediated (gut?)

• Secondary
– Bacterial, recurrent pyogenic cholangitis
– Ischemic cholangitis
– IgG4-associated cholangitis
– Posttraumatic, sepsis, burns
– AIDS cholangiopathy
– Portal biliopathy
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IgG4-associated Cholangitis

• Synonyms
– Autoimmune pancreatitis-associated SC
– Sclerosing pancreato-cholangitis

• Clinical presentation: 75% acute jaundice
• Diagnostic test

– IgG4 > 140mg/dL, (plasma cells), imaging
– DDx: 9% of PSC have elevated IgG4

• Therapy
– Steroids, (azathioprine, MMF)
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Overlap-Syndromes

AIH PBC

PSC

ANA, SMAANA, SMA
IgGIgG
ALTALT
PiecemealPiecemeal
SteroidsSteroids ++ AzaAza

AMAAMA
IgMIgM
APAP
DuctopeniaDuctopenia
UDCAUDCA

ANCAANCA
APAP
OnionOnion SkinSkin--typetype FibrosisFibrosis
UDCA + UDCA + DilatationDilatation

IgG4-pos. 
Cholangitis

Autoimmune Pancreatitis
Steroids


