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Drug Therapy Guidelines 
 

                                                                                             
 

  Applicable* 

Elaprase® (idursulfase)  

Medical Benefit x Effective: 12/5/22 

Pharmacy- Formulary 1  Next Review: 12/23 

Pharmacy- Formulary 2  Date of Origin: 5/19 

Pharmacy- Formulary 3/Exclusive  Review Dates: 3/19, 12/19, 12/20, 12/21, 10/22 

Pharmacy- Formulary 4/AON  

 

I. Medication Description 

 

Hunter syndrome, or mucopolysaccharidosis type II (MPS II), is a X-linked lysosomal storage disease caused by a 

deficiency of the lysosomal enzyme iduronate-2-sulfatase (IDS). Due to the missing or defective iduronate-2-

sulfatase enzyme in patients with Hunter syndrome, glycosaminoglycans (GAG) progressively accumulate in the 

lysosomes of a variety of cells, leading to cellular engorgement, organomegaly, tissue destruction, and organ 

system dysfunction. 

 

Elaprase is a formulation of idursulfase, a purified form of human iduronate-2- sulfatase, and is produced by 

recombinant DNA technology in a human cell line. Elaprase is intended to provide exogenous enzyme for uptake 

into cellular lysosomes and subsequent catabolism of accumulated GAG. 

 

Elaprase is indicated for patients with Hunter syndrome and has been shown to improve walking capacity in 

patients 5 years and older.  

 

II. Position Statement 

 

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

request.  

 

III. Policy 

Coverage of Elaprase is available when the following criteria have been met: 

• Member is 16 months of age or older AND 

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

storage diseases AND 

• Diagnosis of Hunter Syndrome (MPS II) has been confirmed by one of the following: 

o Deficient iduronate 2-sulfatase (I2S) enzyme activity in white cells, fibroblasts, or plasma 

in the presence of normal activity of at least one other sulfatase (e.g. arylsulfatase A 

“ARSA”, arylsulfatase B “ARSB”) OR 

o Detection of pathogenic mutations in the IDS gene by molecular genetic testing AND  

• Member’s current weight is submitted AND 

• Submission of baseline (pre-treatment) urinary glycosaminoglycan (uGAG) concentration AND 

• Submission of ONE or more of the following age-appropriate baseline values: 

o Members 5 years of age or older: 

▪ 6-minute walk test (6-MWT) OR 
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▪ percent predicted forced vital capacity (% FVC) OR 

▪ spleen volume OR 

▪ liver volume OR 

o Members 16 months  to < 5 years of age: 

▪ spleen volume OR 

▪ liver volume 

IV. Quantity Limitations 

  

 Coverage is available to provide 0.5mg/kg once weekly. 

 

V. Coverage Duration 

 

Coverage is available for 6 months initially and may be renewed in 12 month intervals. 

 

VI. Coverage Renewal Criteria 

 
Coverage can be renewed based upon the following criteria:  

• A beneficial response to therapy has been documented compared to pretreatment baseline in the 

following: 

o Members 5 years or older:  

▪ stabilization or improvement in 6-MWT, %FVC, spleen volume or liver volume 

compared to baseline OR  

o Members 16 months to < 5 years of age: 

▪ stabilization or improvement in spleen or liver volume compared to baseline AND 

• Member has a documented reduction in uGAG concentration from baseline AND 

• Member’s current weight is submitted AND  

• Absence of unacceptable toxicity from the drug 

VII. Billing/Coding Information 

 

• J1743: 1 billable unit= 1 mg 

• Available as a 6mg/3mL single-use vial for injection  

• Pertinent Diagnosis: Hunter syndrome or MPS II-  E76.1 

 

VIII. Summary of Policy Changes 

  

• 5/15/19: new policy 

• 1/30/20: no policy changes 

• 2/26/21: no policy changes 

• 3/7/22: removed exclusion for severe cognitive impairment based on a literature review 

• 12/5/22: 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. 
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