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Overview 
Carbaglu (carglumic acid) is a carbamoyl phosphate synthetase 1 (CPS 1) activator indicated in pediatric and 
adult patients as:  

 Adjunctive therapy to standard of care for the treatment of acute hyperammonemia due to deficiency 
of the hepatic enzyme N-acetylglutamate synthase (NAGS) 

 Maintenance of therapy for the treatment of chronic hyperammonemia due to NAGS deficiency 

 Adjunctive therapy to standard of care for the treatment of acute hyperammonemia due to propionic 
acidemia or methylmalonic acidemia (MMA)  

Coverage Guidelines 
Authorization may be granted for members new to the plan within the past 90 days who are currently receiving 
treatment with the requested medication, excluding when the product is obtained as samples or via 
manufacturer’s patient assistance programs 
OR 
Authorization may be granted all of the following criteria are met:  

1. Member has one of the following diagnoses:  
o Hyperammonemia due to the N-acetylglutamate synthetase (NAGS) deficiency  
o Propionic acidemia 
o Methylmalonic acidemia (MMA) 

Continuation of Therapy 
Requests for reauthorization will be approved when the following criteria are met:  

1. Documentation is submitted demonstrating improvement and/or normalization of blood ammonia 
levels 

Limitations 
1. Initial approvals will be granted for 12 months. 
2. Reauthorizations will be granted for 36 months. 
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Specialty 
Limitations 

This medication has been designated specialty and must be filled at a contracted 
specialty pharmacy. 

Contact 
Information 

Medical Benefit Phone: 833-895-2611 Fax: 888-656-6671

Pharmacy Benefit Phone: 800-711-4555 Fax: 844-403-1029
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