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Sebelipase Alfa is a recombinant human lysosomal acid lipase produced in egg white from transgenic

Gallus, which is a glycoprotein (molecular weight: ca. 55,000) consisting of 378 amino acid residues.




BHEBE 25-1-B36
JAN (H&FH) : /407 X—¥F ~I) GEETHEHER)
JAN (@& 4£) :.Nonacog Beta Pegol (Genetical Recombination)

72O BERIRODANT 4 REEE

YNSGKLEEFV

QGNLERECME‘EKCSFEEARE

i J
CESNP?LNGG

T . B .
SCKDDINSYE QWQEFGFEGK

VFENTERTTE FWKQYVDGDQ

. [ 1
NQELDVTCNI KNGRCEQFCK
i

NSADNKVV ¢S

GCTEGYRLAEN QKSCEPAVPF

PDVDYVNSTE

KVDAF?GGSI

AETILDNITQ STQSEFNDEFTR

VNEKWIVTAA H?VETGVKIT

IRIIPHHNYN
KFGSGYVSGW
AGFHEGGRDS

VSRYVNWIKE

AATNKYNHDI ALLELDEPLV
GRVFHKGRSA LVLQYLRVPL

%QGDSGGPHV TEVEGTSFLT

PCGRVSVSQT SKLTRAEAVF

VVGGEDAKPG | QFPWQVVING

VVAGEHNTEE | TEHTEQKRNV
LNSYVTPICI ADKEYTNIFL

VDRAT?LRST KFTIYNNMF?

GIISWGEE?A MKGKYGIYTK

KTKLT

N157,N167 : ¥4 S K ' PEG {L.#5 L
§53, S61, S163, T159, T169 : Bk S

E7, B8, E15, E17, E20, E21, E26, E27, B30, E33*, E36*, E40* : v-FIVRF LTINS I D8 (* 1 S5 H)

Y155 : B4Rk

D64 : BRI -

-5 -KEAL



FEIEHDOMEERE ¢

'N157,N167
B [ Gal — GIoNAG ~_ | oy
NeuAc : /'Man \ |,
or < Gal—GlcNAc — G& —ClcNAcT Man— GicNAc — GlcNAc.
04 Gal — GICNAC\ ‘
PEG-NeuA+NeuAc - : / Man
- LGal — GlcNAc

§53
Xyl-Xyl-Glc

S61

NeuAc— Gal— GlcNAc — Fuc

T159, T163, T169 (—&R#E{L)

NeuAc_, {G_al — GalNAc

RULFL T - OGRS :

0
H?ClLo/\/]j]Oj/\o)L H/\HfHLNeuA
Hact O\/\ho R

*NeuADT7 I/ &

Ca041H311aNsssO0e41S2s (& 227N B 55)



/3P N—F RIVE, BETERLE FDREESEXETERG (TR : §98,000)
THD, Asnlb7 £72VE Asnl67 20 bfbx%%&ﬁ@@ﬁ—v@#i%ﬁ*%bz22!i0>n‘%u IF
Lo ZUa—)Vi (B OFHHTE - 42,0000 27 I JHICHALE /1S5 VENESL
TV, BEE NI EHME, A5HOTI JBEMNSRD,. ?k"f:_—X/\Axﬁ—ﬁli%%iﬂﬂﬂﬁl
SEEINS. g

Nonacog Beta Pegol is a recombinant human blood coagulation factor IX analogue (molecular
weight: ca. 98,000) in which an averége of one non-reducing end of a glycan at Ash157 or
Asnl67 is attached to neuraminic acid conjugated to two polyethylene-glycol polymers (totai
average moleculaf weight of the polymers: ca. 42,000) via the amino group. The glycoprotein

moiety containing 415 amino acid residues is produced in Chinese hamster ovary cells.
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Turoctocog Alfa Pegol is a modified glycoprotein (molecular weight: ca. 216,000) in which non-
reducing end of a glycan at Ser750 of Turoctocog Alfa (Genetical Recombination) 1s attached to

neuraminic acid conjugated to 2 polyethylene glycol polymers (total average molecular weight of the

polymers: ca. 40,000) via the linker.
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Damoctocog Alfa Pegol is a recombinant human blood coagulation factor VIII analogue (molecular
weight:ca. 284,000) whose protein moiéty corresponds to amino acids 1 - 754 and 1649 - 2332 of
human blood coagulation factor VIII. Damoctocog Alfa Pegoi 1s composed of an H chain consisting of
754 amino acid residues and an L chain consisting of 684 amino acid residues, and a polyethylene
glycol polymer (average molecular weight: ca. 60,000) is attached to amino acid residue of the L chain
at position 156 which was substituted by Cys via linker. The glycoprotein is composed of 1438 amino

. acid residues and produced in Baby hamster kidney cells.
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Rurioctocog Alfa Pegol is a modified glycoprotein (molecular weight: ca. 330,000). Two polyethylene

glycol polymers (total average molecular weight: ca. 20,000) are attached via the linker to 2 or 3 Lys of

Rurioctocog Alfa (Genetical Recombination).

X JAN P OS®IZ. 85 LTBRLELE,



