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Executive Summary 
Purpose: 
Ensure appropriate utilization and control of Xolremdi® (mavorixafor).
	
Why Issue Selected:
On April 26, 2024, the U.S. Food and Drug Administration (FDA) approved Xolremdi® (mavorixafor), the first and only treatment specifically for WHIM (warts, hypogammaglobulinemia, infections, and myelokathexis) syndrome. Xolremdi is indicated in patients 12 years of age and older with WHIM syndrome to increase the number of circulating mature neutrophils and lymphocytes.

WHIM syndrome is a rare primary immunodeficiency disorder caused by genetic variations in CXC chemokine receptor 4 (CXCR4), which is a key regulator in the mobilization of neutrophils and lymphocytes from the bone marrow into the bloodstream. Individuals with WHIM syndrome have increased susceptibility to viral and bacterial infections, skin and genital warts, and human papillomavirus (HPV). Symptoms of WHIM syndrome often develop in early childhood, with children experiencing repeated bacterial infections that can be mild or severe. Due to the rare nature of the disease, the exact prevalence of WHIM syndrome is unknown. Approximately 100 cases have been reported; however, it is estimated that there are at least 1,000 patients with WHIM syndrome in the United States.

WHIM syndrome is caused by gain-of-function mutations in the CXCR4 gene. Mutations in the CXCR4 gene cause an enhanced leukocyte response to the CXCR4 ligand, CXC chemokine ligand 12 (CXCL12), which leads to retention of leukocytes in the bone marrow. Xolremdi is a CXCR4 antagonist that blocks the binding of CXCL12 in mutated CXCR4 variants associated with WHIM syndrome, resulting in increased mobilization of neutrophils and lymphocytes from the bone marrow into peripheral circulation. 

Due to the high cost and specific approved indication, MO HealthNet will impose clinical criteria to ensure appropriate utilization of Xolremdi.

Program-Specific Information: Date Range FFS 7-1-2024 to 6-30-2025
	Drug
	Cost per Capsule (MAC)
	Cost per Year for Participants < 50 kg
(MAC)
	Cost per Year for Participants > 50 kg
(MAC)

	XOLREMDI 100 MG CAPSULE
	$361.98
	$396,368.10
	$528,490.80



Setting & Population 
Drug class for review: Xolremdi® (mavorixafor)
Age range: All appropriate MO HealthNet participants

Approval Criteria
Initial Therapy:
· Must meet all of the following: 
· Prescribed by or in consultation with an immunologist, hematologist, or other appropriate specialist for the treated disease state; 
· Participant is 12 years of age or older; 
· Documented diagnosis of WHIM syndrome confirmed by both of the following:
· Genetic testing confirming genotype variant of CXCR4; AND
· Absolute neutrophile count (ANC) < 400 cells/µL; AND
· Documented baseline ANC and absolute lymphocyte count (ALC)
· Initial approval period: 6 months
Continuation of Therapy:
· Must meet all of the following:
· Documented compliance to therapy (defined as 90/120 days); AND
· Must meet one of the following:
· Documented improvement in ANC and ALC from baseline; OR
· Documented benefit of therapy (e.g. decrease in infections)
· Approval period: 1 year
Denial Criteria
· Therapy will deny with presence of one of the following:
· Any approval criteria are not met; OR
· Dose exceeds 4 tablets per day.
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Denial: Exception code “0682” (Clinical Edit)
Rule Type: CE
Default Approval Period: 6 months
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