
Letter to the Editor
Reply to: “Comment on opinio
n paper on the diagnosis and
treatment of progressive familial intrahepatic cholestasis”
To the Editor:
We thank Dr Gonzales and colleagues for their interest in our
review paper.1

Our suggested algorithm recommends a 12-week
therapeutic trial with an IBAT (ileal bile acid transporter)
inhibitor at the point of clinical diagnosis of progressive
familial intrahepatic cholestasis while awaiting genetic results.
The algorithm suggests reassessment when genotype results
become available and in the light of the subsequent clinical
and biochemical response. It was intended that the algorithm
should be dynamic and responsive to new findings.

When we produced our manuscript neither the important
Gonzales paper2 or the guidelines on genetic cholestatic liver
diseases of the European Association for the Study of the
Liver3 were available. We would now agree that a therapeutic
trial of ursodeoxycholic acid treatment is appropriate in sus-
pected progressive familial intrahepatic cholestasis type 3.
We also agree that a therapeutic trial of an IBAT inhibitor
should be considered in those who do not fully respond to
ursodeoxycholic acid, as their prognosis is very poor.2
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