eviCore :

When requesting Palynzig® (pegvaliase-pgpz), the individual requiring treatment must be
diagnosed with an FDA-approved indication and meet the specific coverage guidelines
and applicable safety criteria for the covered indication.

FDA-approved Indication

To reduce blood phenylalanine concentrations in patients with phenylketonuria (PKU)
who have uncontrolled blood phenylalanine concentrations greater than 600 micromol/L
despite treatment.

Coverage Guidelines
The individual must meet all of the following criteria for initial approval:

e Has blood phenylalanine concentration of 600 micromol/L or greater despite existing
treatment(s) (e.g., restriction of dietary phenylalanine and protein intake, prior
treatment with Kuvan® [sapropterin dihydrochloride]); AND

e Prescribed by or in consultation with a metabolic disease specialist.

The individual must meet the following criteria for reauthorization:

e Has achieved at least a 20% reduction in blood phenylalanine concentration from
pre-treatment baseline; OR

e Has current blood phenylalanine concentration level less than or equal to 600
micromol/L.

Approval duration: 12 months

Dosing Recommendations

The initial induction dose is 2.5 mg administered subcutaneously once weekly for 4
weeks.

Approve up to a maximum dose of 40mg administered subcutaneously no more
frequently than once daily.
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