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Drug Therapy Guidelines 
 

                                                                                             
 

  Applicable* 

Mepsevii™ (vestronidase alfa-vjbk) 

Medical Benefit x Effective: 8/1/22 

Pharmacy- Formulary 1  Next Review: 9/23 

Pharmacy- Formulary 2  Date of Origin: 5/18 

Pharmacy- Formulary 3/Exclusive  Review Dates: 3/18, 9/18, 9/19, 9/20, 9/21, 6/22 

Pharmacy- Formulary 4/AON  

 

I. Medication Description 

 

Mucopolysaccharidosis VII (MPS VII or Sly syndrome) is a lysosomal disorder characterized by the deficiency of 

GUS that results in GAG accumulation in cells throughout the body leading to multisystem tissue and organ 

damage. 

Mepsevii (vestronidase alfa-vjbk) is a recombinant form of human GUS and is intended to provide exogenous 

GUS enzyme for uptake into cellular lysosomes. Mannose-6-phosphate (M6P) residues on the oligosaccharide 

chains allow binding of the enzyme to cell surface receptors, leading to cellular uptake of the enzyme, targeting 

to lysosomes and subsequent catabolism of accumulated GAGs in affected tissues. 

 

II. Position Statement 

 

Coverage is determined through a prior authorization process with supporting clinical documentation for every 

request.  

 

III. Policy 

 

 Coverage for Mepsevii is available when the following criteria have been met: 

• Member is at least 5 months of age AND 

• The medication is prescribed by or in consultation with a provider with expertise in lysosomal storage 

diseases AND 

• Diagnosis of Mucopolysaccharidosis Type VII has been confirmed with either of the following:  

o Enzyme assay demonstrating a deficiency of beta-glucuronidase enzyme activity OR  

o Molecular genetic testing documenting pathogenic mutations in the GUSB gene AND 

• Presence of clinical signs and symptoms of the disease has been documented (skeletal involvement, 

pulmonary system involvement, enlarged liver/spleen, etc), including baseline values for one or more of 

the following: 

o Six-minute walk test (6MWT) 

o Motor function [e.g., Bruininks-Oseretsky Test of Motor Proficiency (BOT-2)] 

o Liver and/or spleen volume 

o Urinary excretion of glycosaminoglycans (GAGs) 

o Skeletal involvement 

o Pulmonary function tests 

 

IV. Quantity Limitations 
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Coverage is available for a quantity sufficient to allow FDA-approved dosing (4 mg/kg every 2 weeks). 

 

V. Coverage Duration 

 

Coverage is available for 6 months and may be renewed.  

 

VI. Coverage Renewal Criteria 

 

 Coverage can be renewed based upon the following criteria: 

• Response to therapy has been documented compared to pretreatment baseline in one or more of the 
following: 

o Stability or improvement in 6MWT and/or motor function 
o Reduction in liver and/or spleen volume 
o Reduction in urinary excretion of GAGs 
o Stability of skeletal disease 
o Stability or improvement in pulmonary function tests AND 

• Absence of unacceptable toxicity from the drug 
 
VII. Billing/Coding Information 

 

• Available as 10 mg/5 mL (2 mg/mL) single-dose vial for injection 

• J3397: 1 billable unit = 1 mg 

• Pertinent diagnosis: Other mucopolysaccharidoses -E76.29 

 

VIII. Summary of Policy Changes 

  

• 6/1/18: new policy 

• 11/1/18: no policy changes 

• 1/3/19: updated billing/coding 

• 11/15/19: no policy changes 

• 1/1/21: no policy changes 

• 11/29/21: no policy changes 

• 8/1/22: no policy changes 
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*These guidelines are not applicable to benefits covered under Medicare Advantage. Medicare Advantage benefit coverage requests are reviewed in accordance with 

the guidance set forth in Chapter 15 Section 50 of the Centers for Medicare & Medicaid Services Medicare Benefit Policy Manual. 

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 is a guideline to allow for coverage of the pertinent medication/product, and is not meant to serve as a clinical practice guideline. 


