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Reference number(s) 

7400-A 

Specialty Guideline Management 

Loargys 

Products Referenced by this Document 
Drugs that are listed in the following table include both brand and generic and all dosage forms and 

strengths unless otherwise stated. Over-the-counter (OTC) products are not included unless otherwise 

stated. 

Brand Name Generic Name 

Loargys pegzilarginase-nbln 

Indications 
The indications below including FDA-approved indications and compendial uses are considered a covered 

benefit provided that all the approval criteria are met and the member has no exclusions to the prescribed 

therapy. 

FDA-approved Indications1 

Loargys is indicated for the treatment of hyperargininemia in adult and pediatric patients two years of age 

and older with Arginase 1 Deficiency (ARG1-D), in conjunction with dietary protein restriction.  

This indication is approved under accelerated approval based on reduction of plasma arginine. Continued  

approval for this indication may be contingent upon verification and description of clinical benefit in a 

confirmatory trial. 

All other indications are considered experimental/investigational and not medically necessary. 

Documentation 
Submission of the following information is necessary to initiate the prior authorization review: 
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Initial Requests 

• Lab results documenting elevated plasma arginine levels (i.e., greater than or equal to 250 

micromol/L). 

• Chart notes, medical records, or lab results documenting one of the following: 

▪ Pathogenic (or likely pathogenic) variant in the ARG1 gene. 

▪ Enzyme assay demonstrating a deficiency of arginase enzyme activity (i.e., <1% of 

normal) in erythrocytes. 

Continuation Requests 

• Lab results documenting pre-dose plasma arginine levels. 

Prescriber Specialties 
This medication must be prescribed by or in consultation with a physician who specializes in the treatment 

of enzyme or metabolic disorders. 

Coverage Criteria 

Arginase 1 Deficiency (ARG1-D)1-4 

Authorization of 12 months may be granted for treatment of ARG1-D when all of the following criteria are 

met: 

• The member is 2 to less than 32 years of age. 

• The member has elevated plasma arginine levels (i.e., greater than or equal to 250 micromol/L) 

prior to initiating therapy with the requested medication. 

• The diagnosis of ARG1-D is confirmed by one of the following: 

▪ Pathogenic (or likely pathogenic) variant in the ARG1 gene. 

▪ Enzyme assay demonstrating a deficiency of arginase enzyme activity (i.e., <1% of 

normal) in erythrocytes. 

• The requested medication will be used in conjunction with dietary protein restriction. 

• The member has not had active infection requiring anti-infective therapy within 3 weeks of 

initiating treatment with the requested medication. 

• The member does not have known, active infection with human immunodeficiency virus (HIV), 

hepatitis B, or hepatitis C. 

• The member does not have a history of hypersensitivity to polyethylene glycol that, in the 

opinion of the provider, puts the member at unacceptable risk for adverse events. 

• The member has not received previous liver or hematopoietic transplant procedure. 
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• Baseline and subsequent pre-dose plasma arginine levels will be collected and monitored as 

outlined in the manufacturer’s prescribing information. 

• The dose of the requested medication will be adjusted as outlined in the manufacturer’s 

prescribing information if the member’s pre-dose plasma arginine levels fall outside of the 

therapeutic range (i.e., 50 micromol/L to 150 micromol/L). 

• Initial and subsequent doses of the requested medication will not exceed 0.2 mg/kg once 

weekly. 

Continuation of Therapy 
Authorization of 12 months may be granted for continued treatment in members requesting 

reauthorization for an indication listed in the coverage criteria section when all of the following criteria are 

met: 

• The member has not received liver or hematopoietic transplant procedure. 

• Either of the following criteria apply: 

▪ The member has achieved a pre-dose plasma arginine level between 50 micromol/L 

and 150 micromol/L. 

▪ The member has not achieved a pre-dose plasma arginine level between 50 micromol/L 

and 150 micromol/L, and the dose of the requested medication will be adjusted as 

outlined in the manufacturer’s prescribing information. 

• The requested dose does not exceed 0.2 mg/kg once weekly. 
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