Bylvay (odevixibat)

Override(s) Approval Duration

Prior Authorization Initial requests: 6 months

Quantity Limit Continuation requests: 1 year

Medications Quantity Limit

Bylvay (odevixibat) May be subject to quantity limit
APPROVAL CRITERIA

Initial requests for Bylvay (odevixibat) may be approved if the following criteria are met:

OR
Il.

Individual has a diagnosis of progressive familial intrahepatic cholestasis (PFIC);

AND

A. Documentation is provided that individual has biallelic pathogenic variants in
the ATP8B1, ABCB11, ABCB4, TJP2, NR1H4, or MYO5B gene (FDA
Integrated Review 2021, Amirneni 2020); AND

B. Documentation is provided that individual has a serum bile acid (sBA) level
above the upper limit of the normal based on the reference range of the
reporting lab (NCT03566238); AND

C. Documentation is provided that individual has moderate to severe pruritus
due to PFIC; AND

D. Individual has had a trial and inadequate response, or intolerance to one

systemic agent for PFIC, such as ursodeoxycholic acid, cholestyramine,
rifampicin, naltrexone, or sertraline (Kremer 2014). Medication
samples/coupons/discount cards are excluded from consideration as a trial.;

Individual has a diagnosis of Alagille syndrome (ALGS); AND

A.

B.

Documentation is provided that individual has either JAG1/JAGGED1 or
NOTCH2 gene mutation (Ayoub 2020); AND

Documentation is provided that individual has a serum bile acid (sBA) level
above the upper limit of the normal based on the reference range of the
reporting lab (NCT04674761); AND;

Documentation is provided that individual has moderate to severe pruritus
due to ALGS; AND

Individual has had a trial and inadequate response, or intolerance to one
systemic agent for ALGS, such as ursodeoxycholic acid, rifampicin,
naltrexone, or sertraline (Ayoub 2020). Medication samples/coupons/discount
cards are excluded from consideration as a trial.
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Continuation requests for Bylvay (odevixibat) may be approved if the following criteria
are met:

I.  Documentation is provided that individual has had a positive therapeutic
response to treatment (defined as a reduction in pruritus severity from baseline);
AND
II.  Individual does not have evidence of portal hypertension; AND
[ll.  Individual does not have evidence of hepatic decompensation (for example,
variceal hemorrhage, ascites, or hepatic encephalopathy); AND
IV. Individual does not have worsening or persistent fat-soluble vitamin (FSV)
deficiency (includes vitamins A, D, E, and K) despite adequate supplementation.

Bylvay (odevixibat) may not be approved for the following:

I.  If requesting for PFIC (Label, NCT03566238):
A. Individual has a variation of the ABCB11 gene that predicts non-function
or complete absence of the bile salt export pump (BSEP) protein; OR
B. Individual has benign recurrent intrahepatic cholestasis as indicated by
any history of normal sBA levels; OR
[I.  Individual has INR > 1.4, or ALT > 10x upper limit of normal (ULN); OR
lll.  Individual has suspected or proven liver cancer or metastasis to the liver, history
or liver transplant, or presence of other concomitant liver disease; OR
IV. Individual has alternate non-PFIC or non-ALGS related causes of cholestasis or

pruritus; OR
V. Individual has hepatic decompensation; OR
VI.  Individual is using in combination with maralixibat.
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Federal and state laws or requirements, contract language, and Plan utilization management programs or polices
may take precedence over the application of this clinical criteria.

No part of this publication may be reproduced, stored in a retrieval system or transmitted, in any form or by any
means, electronic, mechanical, photocopying, or otherwise, without permission from the health plan.
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