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The endogenous mouse Masp2 gene was replaced by human MASP2 gene.

R A% : Immunotherapy,drug screening

*EAARRAEHEETEI: hMASP2 mice (Cat. NO. NM-HU-2000076) were purchased from
Shanghai Model Organisms Center, Inc..
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http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=gene&cmd=Retrieve&dopt=Graphics&list_uids=17175
http://www.informatics.jax.org/marker/MGI:1330832
http://www.ensembl.org/Mus_musculus/geneview?gene=ENSMUSG00000028979
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Fig1. Detection of MASP2 expression in liver by RT-PCR.
Wild type: only one band at 479 bp with primers F1/R1(mMasp2);
Homozygous: only one band at 338 bp with primers F2/R2(hMASP2);

Abbr. M, DNA marker; HO, homozygous; WT, wild type.

A Albumin-removing serum  Albumin-removing plasma

male female male female
WT HO HO WT HO HO WT HO HO WT HO HO

¥ ¥ -
h/m MASP2 70 ma_b - u-r' 4 3 - *i Exposure time: 300s

male female
B Total protein: 20 pg

M WT HO HO WT HO HO
-
h/m MASP2 ;5 pa— - - W e ® W . :ine1s

kDa —
Vinculin 150kba ” Exposure time: 0.1 s
S e -

Fig2. Detection of human MASP2 expression in Blood (A) and Liver (B) of WT C57BL/6 and HO
hMASP2 mice by Western blot. (7 weeks old)

Abbr. HO, homozygous; WT, wild type.
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Fig3. Detection of hMASP2 expression in liver in HO hMASP2 mice by IHC. (female, 13 weeks
old)

Abbr. HO, homozygous; WT, wild type.
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Fig4. Detection of hMASP2 expression in kidney in HO hMASP2 mice by IHC. (female, 13 weeks
old)
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Abbr. HO, homozygous; WT, wild type.

Isotype Control Anti-human MASP2
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Fig5. Detection of IgA expression in liver in HO hMASP2 mice by IHC. (female, 13 weeks old)

Abbr. HO, homozygous; WT, wild type.

Isotype Control Anti-human MASP2

Fig6. Detection of IgA expression in kidney in HO hMASP2 mice by IHC. (female, 13 weeks old)

Abbr. HO, homozygous; WT, wild type.
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Isotype Control Anti-human MASP2

Fig7. No obvious pathological features were found in liver in HO hMASP2 mice. (female, 13
weeks old)

Abbr. HO, homozygous; WT, wild type.

- i . Lg L

Isotype Control Anti-human MASP2

A e
-

Fig8. No obvious pathological features were found in kidney in HO hMASP2 mice. (female, 13
weeks old)
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Abbr. HO, homozygous; WT, wild type.
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Fig9. Detection of mC3 expression in serum by ELISA. (female, 12 weeks old)

Abbr. HO, homozygous; WT, wild type.
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Fig10. Lectin and alternative pathway activity of HO hMASP2 mice.

LP activity in serum of age-matched female (A) and male (B) wild-type C57BL/6 and HO hMASP2
mice at different dilutions (n=3/group); (C) AP activity in serum of age-matched male wild-
type C57BL/6 and HO hMASP2 mice at different dilutions (n=3/group).
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Fig11. LNP023 blocks alternative complement pathway activity in the serum of age-matched
male wild-type C57BL/6 and HO hMASP2 mice (n=3/group).
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