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Burden of Disease 

CHOLESTATIC PRURITUS IS A CONSEQUENCE OF
CHRONIC CHOLESTASIS1-5

It can be difficult to identify, but has been recognized as the most debilitating symptom2,6

Cholestatic pruritus has been correlated with elevated serum bile acids (sBAs)  
and could affect as much as 76% up to 100% of patients with later-course 
progressive familial intrahepatic cholestasis (PFIC)5

Cholestatic pruritus can lead to6-11:
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CHOLESTATIC PRURITUS REMAINS A SIGNIFICANT 
INDICATION FOR LIVER TRANSPLANT
Many patients with PFIC with uncontrolled cholestatic pruritus continue to opt for surgical 
biliary diversion and/or liver transplant1,2

Among 38 pediatric patients with PFIC who underwent 
surgical biliary diversion, the most common indications 
were cholestatic pruritus (92%) and progression of liver 
disease (59%).1

End-stage liver disease (80%) was the most common 
indication for liver transplant in pediatric patients with 
PFIC, followed by refractory cholestatic pruritus (20%).2

92%
In PFIC1 and BSEP, it has been reported 
that ~50% of patients are alive and 
have their native liver at 10 years old 
(Van Wessel 2018)3*

In BSEP specifically, only 32% of patients 
are alive and have their native liver by 
18 years old (Van Wessel 2020)4*

BSEP=bile salt export pump; PFIC=progressive familial intrahepatic cholestasis.

*�NAtural course and Prognosis of PFIC and Effect of biliary Diversion (NAPPED) Consortium is a large, international, multicenter observational  
study designed to define the natural history and prognosis of genetically confirmed FIC1 (PFIC1) and BSEP (PFIC2) deficiency. 

• �Retrospective follow-up data on native liver survival at age 10 in 42 FIC1-deficient and 192 BSEP-deficient patients from European  
and Asian centers

• �Retrospective data on native liver survival at age 18 for 264 patients with homozygous or compound heterozygous pathological  
ABCB11 mutations causing BSEP deficiency from European, Middle Eastern, and Asian centers

These data are from 2 different publications.
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For patients with PFIC, there is a need to help reduce bile acid buildup 
and relieve cholestatic pruritus5


