MEDICATION POLICY:

Loargys (pegzilarginase-nbln) {/7Ventegra®

Applicable Drugs: Loargys (pegzilarginase- Preferred: N/A
nbin) Non-preferred: N/A
Date of Origin: 7/29/2026

Date Last Reviewed / Revised: 7/29/2026

PRIOR AUTHORIZATION CRITERIA

(May be considered medically necessary when criteria | through V are met)

I.  Documented diagnosis of hyperargininemia due to arginase 1 deficiency (ARGI1-D) and
meets criteria A through C:

A. Documented ARGI1-D diagnosis as confirmed by one of the following:
i. Genetic testing confirms biallelic pathogenic variants in the ARG-1 gene.

i. Reduced RBC arginase enzyme activity (i.e., <1% of normal in red blood cell
extracts).

B. Elevated plasma arginine levels (i.e., greater than or equal to 250 umol/L).
C. The requested medication will be used as an adjunct to a protein-restricted diet.
Il.  Minimum age requirement: greater than or equal to 2 years old.

. Treatment must be prescribed by or in consultation with a geneticist, neurologist, or metabolic
disease specialist.

IV.  Request is for a medication with the appropriate FDA labeling, or its use is supported by
current clinical practice guidelines.

V. Referto the plan document for the list of preferred products. If the requested agent is not
listed as a preferred product, must have a documented failure, intfolerance, or
confraindication to a preferred product(s).

EXCLUSION CRITERIA

e History of liver or hematopoietic fransplant

¢ Known active infection with human immunodeficiency virus (HIV), hepatitis B, or hepatitis C

OTHER CRITERIA
e N/A

QUANTITY / DAYS SUPPLY RESTRICTIONS

e Loargysis available in 2 mg/0.4 mL and 5 mg/mL in a single-dose vial.
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e Dose of Loargys is calculated based on patient’s actual body weight.

e Dosing will vary based on patient weight and plasma arginine level. Do not exceed 0.2 mg/kg
once weekly.

APPROVAL LENGTH
e Authorization: 6 months

e Re-Authorization: 12 months, with an updated letter of medical necessity or progress notes
showing current medical necessity criteria are met and that the medication is effective, such
as plasma arginine levels between 40 ymol/L and 115 umol/L. Provider attestation that the
member has been adherent to a protein-restricted diet and will continue this diet during
treatment with Loargys.

APPENDIX
Loargys Dosing Information:

e Inifial dose: 0.1 mg/kg IV once weekly using actual body weight
e Dose Adjustments
o If two consecutive weekly pre-dose levels are outside target range:
» < 50 micromolar: increase dose by 0.05 mg/kg/week
= > 150 micromolar: decrease dose by 0.05 mg/kg/week
e  Maximum dose: 0.2 mg/kg once weekly

o After 8 weeks of IV therapy, patients may transition to subcutaneous administration at the
same weekly dose.
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DISCLAIMER: Medication Policies are developed to help ensure safe, effective and appropriate use of selected
medications. They offer a guide to coverage and are not infended to dictate to providers how to practice medicine. Refer
to Plan for individual adoption of specific Medication Policies. Providers are expected to exercise their medical judgement
in providing the most appropriate care for their patients.

CONFIDENTIAL & PROPRIETARY, VENTEGRA WWW.VENTEGRA.ORG



