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PHARMACY POLICY STATEMENT 
North Carolina Marketplace  

 
DRUG NAME Carbaglu  (carglumic acid ) 
BILLING CODE  Must use valid NDC  
BENEFIT TYPE  Phar m acy  
SITE OF SERVICE ALLOWED Home  
STATUS Prior Author izat ion Required  

 
Carbaglu is a  car bam oyl phosphat e synt het ase 1 (CPS 1) activat or  init iall y appr oved by the FDA in 2010. It 
indicat ed in pediatr ic and adult pat ient s as adj unct ive ther apy to standar d of car e for the treatm ent of acut e 
hyper amm onem ia due to N -acet ylglut am at e synt hase (NA GS) deficiency. Carbaglu is also indicat ed for 
maint enance ther apy for the treatm ent of chr onic hyper am m onem ia due to NAGS deficiency. Adult s and 
pediat r ic pat ient s may also use Carbaglu for  a dj unct ive ther apy to standard of car e for the treatm ent of acut e  
hyper amm onem ia due to propionic acidem ia (PA) or met hylm alonic acidem ia (MMA) . 
 
Carbaglu (carglum ic acid) will be cons ider ed for cov erage when the follow ing criteri a 
are met:  

 
N-acetylglutamate Synthase (NAGS) Deficiency with Hyperammonemia  

For initial  aut hor izat ion:  
1. Medicat ion must be prescr ibed by or in consult at ion wit h a genet icist, hepat ologist  or a met abolic 

disor der specialist ; AND  
2. Member has conf irm ed hepat ic N -acet ylglut am at e synt hase def iciency conf ir m ed by enzym e analysis 

or DNA mutat ion analysis; AND  
3. 
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2. Member has a diagnosis of Propionic Acidem ia (PA) or Methylm alonic Acidem ia (MMA) , conf irm ed by 
genet ic, urine or enzym at ic analysis ; 

3. Member has a docum ented plasma ammonia level of ≥ 50 micr om ol/L ; AND  
4. Member will be taking Carbaglu as adj unct ive ther apy  wit h other amm onia- lower ing ther apies, such as 

int r avenous glucose, insulin, L- carnit ine, prot ein rest r ict ion, and dialysis ; AND  
5. Dosage allowed/Quantity limit:   

W eight ≤ 15kg : 150mg/kg/day  
W eight > 15kg : 3.3g/m 2/day  
 

If all the above requirements are met , the medication will be approved for 7 days . 
  
For reauthorization : 
1. Medicat ion will not be reaut hor ized.  

 

CareSource considers Carbaglu  (carglumic acid) not medically necessary for the 
treatment of conditions that are not listed in this document.  For any other 
indication, please refer to the Off -Label policy.  
 

DATE ACTION/DESCRIPTION 
05/03/2022 New policy for Carbaglu  creat ed.  
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