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Effects of Mavorixafor on Functional Impairments Due to a Novel Missense CXCR4 Mutation in a Patient With WHIM Syndrome Phenotype
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response to CXCL12
* Enhanced cell migration in response to CXCL12 was inhibited by mavorixafor, a CXCR4 antagonist currently in a phase 3 clinical trial for the treatment of WHIM syndrome Ref
« Mavorixafor also inhibited binding of CXCL12 and inhibits calcium mobilization in recombinant K562 cells harboring CXCR4P84H ererences

- Decreased internalization and increased chemotaxis is equivalent to responses found in the published pathogenic CXCR4"HM variants (C-terminal nonsense, frameshift 1. McDermott DH, Murphy PM. Immunol Rev. 2019;287(1):91-102. 2. Beaussant Cohen S, et al. Orphanet J Rare Dis. 2012;7(71)1-14.
and missense mutants), which have previously been shown to respond to mavorixafor in preclinical and/or clinical settings

mediated functions was assessed in vitro
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