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[bookmark: _Toc231248818]Statement
[bookmark: b950953b-64cf-4462-b690-642aea4b88a0][bookmark: _Toc231248819]General Information
· [bookmark: f1c331b7-8c82-4b38-9267-dbf3a2971174]It is the policy of the Health Plan to maintain a prior authorization process that promotes appropriate utilization of specific drugs with potential for misuse or limited indications. This process involves a review using Food and Drug Administration (FDA) criteria to make a determination of Medical Necessity and approval by the Medical Policy Committee. 
· If the established criteria are not met, the request is referred to a Medical Director for review, if required for the plan and level of request. 
[bookmark: _Toc231248820]Purpose
[bookmark: 2516b3cf-d6fd-4050-8fd6-c17305a92c00]The purpose of this guideline is to define the prior authorization process for the following drug(s): Elfabrio, Fabrazyme, Lamzede, Lumizyme, Nexviazyme, and Xenpozyme.
[bookmark: _Toc231248821]Scope
[bookmark: 572d1d8c-e048-4c2c-827d-a8db7b225e7c]This guideline applies to all practitioners who are involved in providing the requested drug.  This guideline is specific to the Health Plan’s medical benefit. 
[bookmark: 9ce5fd17-6328-4692-a9ff-ca93e447be2b][bookmark: _Toc231248822]INITIAL REVIEW CRITERIA
The request must meet all of the criteria below. 
[bookmark: _Toc231248823]Elfabrio (pegunigalsidase alfa-iwxj) and Fabrazyme (agalsidase beta)
· [bookmark: 59e66837-f347-4cba-ad06-9c8898541074]Must be at least:  
· Age 2 or older (Fabrazyme) 
· Age 18  or older (Elfabrio) 
· Must be prescribed by or in consultation with a neurologist or a provider who specializes in the treatment of inherited metabolic disorders  
· Must have a documented diagnosis of Fabry disease confirmed by ONE of the following: 
· Mutation in the galactosidase alpha (GLA) gene confirmed by genetic testing  
· Intracellular globotriaosylceramide (Gb3) inclusion confirmed by a biopsy of tissue or organ (such as kidney) 
· MALES ONLY: leukocyte alpha- galactosidase A (alpha-Gal A) enzyme activity <3% 
· Must not be used in combination with Galafold (migalastat) or other enzyme replacement therapies for Fabry’s disease 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
[bookmark: _Toc231248824]Lamzede (velmanase alfa-tycv) 
· Must be prescribed by or in consultation with a neurologist or a provider who specializes in the treatment of inherited metabolic disorders 
· Must have a documented diagnosis of alpha mannosidosis confirmed by: 
· Alpha-mannosidase activity < 10% of normal activity in blood leukocytes or fibroblasts OR 
· Molecular genetic testing revealing biallelic MAN2B1 gene mutation 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
· Must have documentation or attestation from the provider for all the following:   
· Lamzede is being used to treat non-central nervous system (CNS) disease manifestations (e.g., skeletal abnormalities, myopathy, motor function disturbances, immunodeficiency) 
· The member does NOT have a history of hematopoietic stem cell transplant (HSCT) 
· Female sex assigned at birth only: The member is not pregnant, AND the member has been counseled on the effective use of contraception 
· Must have documentation of the following age-appropriate baseline labs/tests:  
· Serum oligosaccharide concentration 
· 6-minute walking test (6-MWT) 
· 3-minute stair climbing test (3-MSCT) 
· Predicted forced vital capacity (FVC) 
[bookmark: _Toc231248825]Lumizyme (alglucosidase alfa) and Nexviazyme (avalglucosidase)
· Must be age 1 or older (applies to Nexviazyme only) 
· Must be prescribed by or in consultation with a neurologist or a provider who specializes in the treatment of inherited metabolic disorders 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
· Must have a diagnosis of alpha glucosidase deficiency (Pompe disease) confirmed through acid alpha-glucosidase (GAA) enzyme assay (from blood, skin fibroblasts, lymphocytes, or muscle) and/or identification of GAA gene mutation 
[bookmark: _Toc231248826]Xenpozyme (olipudase alfa-rpcp) 
· Must have a diagnosis of acid sphingomyelinase deficiency (ASMD) type A/B or B (also known as Niemann-Pick disease) 
· Must have documentation of the following:  
· Genetic testing showing a mutation of the SMPD1 gene 
· Deficiency of the acid sphingomyelinase enzyme activity of <10% 
· Must be prescribed by, or in consultation with, a geneticist, pulmonologist, hepatologist or metabolic specialist 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
· Must have documentation of all the following baseline measures: 
· Spleen volume 
· Liver volume 
· Height Z-scores (pediatrics only) 
· Platelet count 
· Percent predicted diffusing capacity of the lungs for carbon monoxide (DLCO) or, if pediatric members, other age-appropriate pulmonary function testing 
· Must have documentation or an attestation from the provider on all the following:  
· Xenpozyme is not being used to treat neurologic (i.e., CNS) manifestations 
· For women of child-bearing potential, the member is currently not pregnant and will be counseled on the use of effective contraception 
· Baseline transaminase (alanine aminotransferase [ALT] and aspartate aminotransferase [AST]) levels will be collected within one month prior to treatment initiation 
[bookmark: _Toc231248827]Reauthorization Criteria
[bookmark: bf411eb6-39fd-4766-b04d-3f0de901e5e4]All prior authorization renewals are reviewed on an annual basis to determine the Medical Necessity for continuation of therapy. The request must meet all of the below. 
[bookmark: _Toc231248828]Elfabrio and Fabrazyme 
· Must have updated chart documentation from the prescriber that the member’s condition has improved or stabilized based upon the prescriber’s assessment while on therapy 
· The member has been adherent to >50% of infusions during the last authorization 
· The member does NOT have life-threatening or severe infusion reactions that do not respond to prophylaxis 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
[bookmark: _Toc231248829]Lamzede 
· Must have updated chart documentation from the prescriber that the member’s condition has improved or stabilized based upon meeting ONE of the following when compared to age-appropriate baseline values:  
· Stability or improvement in serum oligosaccharide concentration 
· Stability or improvement in 6-minute walking test (6-MWT) 
· Stability or improvement in 3-minute stair climbing test (3-MSCT)  
· Stability or improvement in forced vital capacity (FVC) (% predicted) 
· Stability or improvement in other symptoms of disease (e.g., reduction in frequency of infection)  
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
[bookmark: _Toc231248830]Lumizyme and Nexviazyme  
· Must have updated chart documentation from the prescriber that the member’s condition has improved or stabilized based upon the prescriber’s assessment while on therapy 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling 
[bookmark: _Toc231248831]Xenpozyme 
· Must have updated chart documentation from the prescriber showing a positive clinical response or stabilization in disease, as determined by a positive change in at least one or more of the member’s baseline values: 
· Improvement in diffusing capacity of the lung for carbon monoxide (DLCO) (or other pulmonary function tests depending on age) 
· Increased platelet count 
· Reduction in spleen volume 
· Reduction in liver volume 
· Improvement in height Z-scores (pediatric members only) 
· Must be prescribed at a dose within the manufacturer’s dosing guidelines (based on diagnosis, weight, etc.) listed in the FDA-approved labeling
[bookmark: _Toc189906977][bookmark: _Toc231248832]Approval Durations
	Initial Authorization 
	Up to one year 

	Reauthorization 
	Same as initial 


[bookmark: da639a29-a55e-49c4-8655-0f6eeb953c05][bookmark: _Toc231248833]Coding and Standards
[bookmark: df230bdd-98a3-4ba3-ae44-f9f8a8a15815][bookmark: _Toc231248834][bookmark: _Codes_(Table_below][bookmark: 8fb7bbad-f1f4-459f-87b7-b715a62bbcef]Codes 
	Code 
	Brand 
	Description 

	J0180 
	FABRAZYME 
	INJECTION, AGALSIDASE BETA, 1 MG 

	J0217 
	LAMZEDE 
	INJECTION, VELMANASE ALFA-TYCV, 1 MG 

	J0218 
	XENPOZYME 
	INJECTION, OLIPUDASE ALFA-RPCP, 1MG 

	J0219 
	NEXVIAZYME 
	INJECTION, AVALGLUCOSIDASE ALFA-NGPT, 4 MG 

	J0221 
	LUMIZYME 
	INJECTION, ALGLUCOSIDASE ALFA, (LUMIZYME), 10 MG

	J2508 
	ELFABRIO 
	INJECTION, PEGUNIGALSIDASE ALFA-IWXJ, 1 MG 


[bookmark: _Toc231248835]Applicable Lines of Business
	☐
	CHIP (Children’s Health Insurance Program)

	☐
	Commercial

	☐
	Exchange/Marketplace

	☒
	Medicaid

	☐
	Medicare Advantage


[bookmark: bbdd6af5-83c0-477d-9a0b-290b2e0bb618][bookmark: _Toc231248836]Background
· [bookmark: c8f46071-6a85-41b8-910e-ee88343077c4]Elfabrio (pegunigalsidase alfa-iwxj) is indicated for the treatment of adults with confirmed Fabry disease. 
· Fabrazyme (agalsidase beta) is indicated for the treatment of adult and pediatric patients age 2 years or older with confirmed Fabry disease. 
· Lamzede (velmanase alfa-tycv) is indicated for the treatment of non-central nervous system manifestations of alpha-mannosidosis in adult and pediatric patients. 
· Lumizyme (alglucosidase alfa) is indicated for patients with late-onset Pompe disease (lysosomal acid alpha-glucosidase [GAA] deficiency). 
· Nexviazyme (avalglucosidase) is indicated for the treatment of patients age 1 or older with late-onset Pompe disease (lysosomal acid alpha-glucosidase [GAA] deficiency). 
· Xenpozyme (olipudase alfa-rpcp) is indicated for the treatment of non-central nervous system manifestations of acid sphingomyelinase deficiency (ASMD) in pediatric and adult patients. 
[bookmark: _Toc231248837]Policy History
	Date
	Summary

	March 2026
	· Annual review

	April 2024
	· Addition of Elfabrio, Fabrazyme, Lamzede, Lumizyme and Xenpozyme
· Renamed guideline to “Specialty Enzyme Replacement Therapy” from Nexviazyme

	May 2023
	· New guideline


[bookmark: 4b512564-b43b-4807-b45a-5748be5b1408][bookmark: _Toc231248838]Legal and Compliance
[bookmark: 04291978-1a0a-4575-ba22-05363952021b][bookmark: _Toc231248839]Guideline Approval
[bookmark: b97fcac7-a717-42a2-b4fe-62c00859e1e4][bookmark: _Toc231248840]Committee
Reviewed / Approved by Evolent Administrative Services Medical Policy Committee
[bookmark: 2aca8366-a793-4f5d-9375-d9ccb446b05d][bookmark: _Toc231248841]Disclaimer
Evolent Clinical Guidelines do not constitute medical advice. Treating health care professionals are solely responsible for diagnosis, treatment, and medical advice. Evolent uses Clinical Guidelines in accordance with its contractual obligations to provide utilization management. Coverage for services varies for individual members according to the terms of their health care coverage or government program. Individual members’ health care coverage may not utilize some Evolent Clinical Guidelines. Evolent clinical guidelines contain guidance that requires prior authorization and service limitations. A list of procedure codes, services or drugs may not be all inclusive and does not imply that a service or drug is a covered or non-covered service or drug. Evolent reserves the right to review and update this Clinical Guideline in its sole discretion. Notice of any changes shall be provided as required by applicable provider agreements and laws or regulations. Members should contact their Plan customer service representative for specific coverage information. 

Evolent Clinical Guidelines are comprehensive and inclusive of various procedural applications for each service type. Our guidelines may be used to supplement Medicare criteria when such criteria is not fully established. When Medicare criteria is determined to not be fully established, we only reference the relevant portion of the corresponding Evolent Clinical Guideline that is applicable to the specific service or item requested in order to determine medical necessity.
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