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Figure S2: Observer-reported response options for evaluating patient scratching using the PRUCISION
instrument
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Eligitle patients had elevated serum bile acids and significant pruritus at screening
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rendomized trial LiEneCs n= 89 (15 July 2020)

In this prespecified interim analysis of
FEDFIC 1 PEDFIC 2 PEDFIC Z data, odevixibat treatment

Odevinibet 40 yg/kg/day Cohort{a AN patients received

Ddevidbat 120 pofkg/day odevixibat [ Resuliedin mean reductions in

Pacbo Caohort ;B 120 pg/kg/day r’,_:'—) serum bile acids and pruritus,

'\\:J> Mean improvements in

( How pafenis; any age o PFIC type ) growth, and

r Patisnts in cohort 14 had up © 4B weeks of cumulative odevixibat exposure C

PEDFIC 1 Bassline e PEDFIC 2 Week 24 89 Was generally well tole rated.

H Serum bile acids =201 pmollL, p <0.0001 e

IEJ‘ Pruritus scome 1.6, p<0.0001 g Odevixibat is 2 non-invasive option
= for tre ating the clinical signs and
Height 0.4, p = 0.02

|._ li Growth Z scores Weight 0.4, p = 0.03 t\ symptoms of PAC J
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