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Drug Therapy Guidelines 
 

                                                                                              Applicable 

Ravicti® (glycerol phenylbutyrate) 

Medical Benefit  Effective: 10/3/22 

Pharmacy- Formulary 1 x Next Review: 6/23 

Pharmacy- Formulary 2 x Date of Origin: 6/13 

Pharmacy- Formulary 3/Exclusive x Review Dates: 3/13, 6/13, 6/14, 6/15, 6/16, 6/17, 6/18, 6/19, 6/20, 

6/21, 8/22 Pharmacy- Formulary 4/AON x 

 

I. Medication Description 
 

Glycerol phenylbutyrate is a nitrogen-binding agent that provides an alternative vehicle for waste nitrogen 
excretion in patients with disorders of the urea cycle. In patients with urea cycle disorders (UCD), toxic 
concentrations of ammonia accumulate due to inherited deficiencies of necessary enzymes or transporters, 
preventing the synthesis of urea from ammonia. It often results in hyperammonemia and subsequent damage to 
the central nervous system and can be fatal if left untreated.  Glycerol phenylbutyrate contraindicated in infants 
less than 2 months of age due to immature pancreatic exocrine function, which could impair hydrolysis of 
glycerol phenylbutyrate and lead to impaired absorption of phenylbutyrate and hyperammonemia. 

 
II. Position Statement 
 

Coverage is determined through a prior authorization process with supporting clinical documentation for all 
requests.   

 
III. Policy 
 
 Coverage is provided when the following criteria are met: 

• Medication is prescribed by or in consultation with a pertinent specialist (e.g. geneticist, etc) AND 

• Member has a documented diagnosis of a urea cycle disorder confirmed via enzymatic, biochemical, 
or genetic testing AND 

• Member has a documented history of chronic hyperammonemia AND 

• Chronic hyperammonemia is unable to be managed by dietary protein restriction and/or amino acid 
supplementation alone AND 

• Ravicti will be used in addition to protein restriction AND 

• Ravicti is not being used for the treatment of acute hyperammonemia in members with urea cycle 
disorders. 

 
IV. Quantity Limitations 

 
 Coverage is provided for up to the maximum dose of the medication (19g/day). 
 

V. Coverage Duration 
 

Initial coverage is provided for one month and may be renewed in up to 12 month intervals. 
 
VI. Coverage Renewal Criteria 
 
 Coverage can be renewed based upon the following criteria: 

• Stabilization of disease or in absence of disease progression (decrease in plasma ammonia levels 
compared to baseline) AND 
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• Absence of unacceptable toxicity from the drug. 
 
VII. Billing/Coding Information 
 
 Ravicti is available as 1.1g/ml oral solution. 
 
VIII. Summary of Policy Changes 
 

• 9/15/13: Moved from Abbreviated Criteria to own policy 

• 9/15/14: policy will apply to Medicaid/FHP population 

• 7/1/15: formulary distinctions made 

• 9/15/15: no policy changes 

• 7/19/16: no policy changes 

• 6/21/17: age limitations updated 

• 8/15/18: added confirmation of diagnosis and continued use of protein restriction to coverage criteria; 
updated initial approval duration; added assessment of ammonia levels to renewal criteria 

• 8/15/19: removed age restrictions from policy 

• 8/1/20: added specialist requirement to criteria 

• 8/30/21: no policy changes  

• 10/3/22: no policy changes 
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The Plan fully expects that only appropriate and medically necessary services will be rendered.  The Plan reserves the right to conduct pre-payment and post-payment 
reviews to assess the medical appropriateness of the above-referenced therapies.  
 
The preceding policy applies only to members for whom the above named pharmacy benefit medications are included on their covered formulary.  Members with 
closed formulary benefits are subject to trying all appropriate formulary alternatives before a coverage exception for a non-formulary member will be considered.   
 
The preceding policy is a guideline to allow for coverage of the pertinent medication/product, and is not meant to serve as a clinical practice guideline. 

 


