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Abstract: Hemophilia B is an X chromosome linked hereditary hemorrhagic disease, which is caused by the lose function
mutation of factor IX (FIX), and significantly affects the patients’ lifespan and life quality. The severity of hemophilia B
depends on the FIX level in the plasma. By referring to the relevant literatures, we reviewed and summarized hemophilia B
replacement therapies. Specifically, we focus on recombinant factor IX products on the market and those in the pipeline,
especially on the long-acting factor IX drugs, to provide the basis for researches of new hemophilia B drugs.
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Table 1 Marketed and in research recombinant FIXs
Drug name Company Characteristics Status
BeneFix, nonacog alfa P};?jj;fnfG’ Swedish Orphan Recombined FIX, CHO' Marketed
Alprolix (eftrenonacog alfa) gﬁi:i Ilgfcf\’llltjrfn]?’ Swedish Fe-fusion, HEK-293H? Marketed
RIXUBIS (Bax-326) Baxter International Recombined FIX, CHO Marketed
N9-GP (nonacog beta pegol) Novo Nordisk Glycosylation Phase 111
rIX-FP (CSL654) CSL Behring Albumin fusion Phase II1
IB1001 (trenonacog alfa) Emergent BioSolutions Recombined FIX Phase II1
FIX-NG ;gsgzﬁzi;all;ffszzt Long-acting FIX Preclinical
FIX-triple g?(:;liiiiiﬁi:l:mgmm for Site 86, 277, 338 Alanine mutation  Preclinical
PEGylated factor IX, Pro Bono Bio  Pro Bono Bio PEGylation Preclinical
LFB (Lab. Fractionnement &
LG T SR BioteE:hnologies); ProGenetics; Recombined FIX, transgenic pigs Preclinical

ProGenetics

rEVO Biologics

'CHO-Chinese Hamster Ovary cells; ZHEK-293H-Human Embryonic Kidney 293 cells.
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