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Olipudase Alfa is a recombinant human sphingomyelin phosphodiesterase analog corresponding to amino acids 14 —
583 of human sphingomyelih phosphodiesterase. Olipudase Alfa is produced in Chinese hamster ovary cells, which

is a glycoprotein (molecular weight: ca. 76,000)‘.corisisﬁng of 570 amino acid residues.



ZEES 28-1-BS
T IVAwT (BEERZ)

: Emicizumab (Genetical Recombination)

JAN (B &F4)
JAN (& 4£)

T I /BESIRGTANT £ FiEE

L 8

DIQMTQSPSS LSASVGDRYT IT{IZKASRN IE RQLAWYQQKP GQAPSLLI ¥Q
ASRKESGVPD RFEFSGSRYGTD FTLTISSLQP EDIATYY&QQ YSDPPLTFGG
GTKVEIKRTV AAPS?FIFPP SDEQLKSGTA SVVQLLNNFY PREAKVQWKV
DNALQSGNSQ ESVTEQDSKD STYSLSSTLT LSKADYEKHK ‘VYA&EVTEQG
LSSPVTKSEFN RGEC

$i FIXa-H &
QVQLVESGGG  LVQPGGSLRI. SgﬁASGFTFS YYDIQWVROQA PGKGLEWVSS
ISPSGOSTYY RREVKGRFTI SRDNSKNTLY LOMNSLRAED TAVYY&ARRT
_GREYGGGWYF DYWGQGTLVT VSSASTKGPS VFPLAPCSRS TSESTAALGG
LVKDYFPEPV TVSHNSGALT SGVHTFPAVL QS55GLYSLSS VVIVPSSS5LG
-TQTYTC' NVDH KPSNTKVDKR VESKYGPPCE PCPAPEFLGG PSVFLEPPKP
KDTLMISﬁ%E- EVTQVVVDVS QEDPEVQFNW- YVDGVEVHNA KTEKPREEQYN
STYRVVSVLT VLEQDWLNGK EYK%KVSNKG LPSSIEKTIS KAKGQPREPQ
VYTLPPSQEE MTENQVSLT LVKGFYPSDI AVEWESNGQOP ENNYKTTPPV
LDSDGSFﬁiY SKLTVDKSREW QEGNVESCSV MHEALHNRYT QKSLSLSP

HL FX-H &

QVQLVQSGSE LEKPGASVEV S?KASGYTET DNNMDWVRQA PGOGLEWMGD
INTRSGGSIY NEEEQDRVIH TVDKSTDTAY MELSSLRSED TATYH&ARRK
SYGYYLDEWG EGTLVTVSSA STKGPSVFPL APCSRSTSES TAALGCLVKD
ZFPE?VTVSW NSGALTSGVH TFPA?LQSSG LYSLESVVTV’ PSSSLGTQTY

_ﬁf&NVDHKPSN TKVDKRVESK YGPPCPPCPA PEFLGGPSVE LFPPKPKDTL
MISRTPEVT% -VVVDVSQEDP EVOQFNWYVDG VEVENAKTKP REEQYﬂSTXR
VVSVLTVLEQ DWLNGKEYK& KVSNKGLPSS IEKTISKAKG OQPREPQVYTL
PPSQEEMTKN )QVSLTCLVKG‘ FYPSDIAVEW ESNGQPENNY KTTPPVLDSD
GSFFLYSKLT VDKSRWQEGN VFSESVMHEA LHRHYTQESL  SLSP
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TIVXCT, WETERL € METERRBET ) 7 n—FABKTHY, Ty Mt NEHEE D
B IX BT (FiXa) AAERG<Y XL FKEES X BF (FX) AEOCHEBRERES, t b7 L—5n
D— 28R b igGs DRFEPS2 5. HFIXaH S0 202, 231, 299, 359, 412, 438 & 448 FBHD
?i JBBRRIIZNER Gn, Pro, Tyr, Lys, Lys, Arg & Pro iCB#Eh, CHHED Gly & Lys zﬂ%ﬁé
hTWa. ¥k, FUFX-H$D 198, 227, 295, 408, 438 L 44 FEAOT I /@fi’%iﬁ%nfhﬁln,

Pro, Tyr, Lys, Glu & Pro iZfBERRESNTED, ChKED Gly & Lys iZBrESIh 5. I v Xv7,
F A =—ANKAZ —SPREIIC L Y EASND. TIVXTTNL, MSEDT I BEENLRBH
FIXaH$ (pad) | A&, 44 BOT7 I/ BEBENORAMFX-HE (e 1| ARV 2UEOT I ) BE
EroReb L#t k) 2R THREREINAEY - ~7E (FE :#148,0000 ThHo.

Emicizumab is a recombinant bispecific humanized menoclonal antibody composed of comp]efnentmity-detemﬁning
fegions derived from rat anti-human blood -coagulation factor [Xa (FIXa) antibody and mouse anti-human blood
cb'agulation fact‘or X (FX) antibody, human framework regions and human IgG4 constant reégions. In the anti-FIXa H-
chain, the amino acid residues at position 202, 231, 299, 359, 412, 438 and 448 are substituted by Gln, Pro, Tyr, Lys,
Lys, Arg and Pro, respectively, and Gly and Lys at the C-terminal are deleted. In the anti-FX H-chain, the amino acid
residues at position 198, 227, 295, 408, 438 and 444 are substituted by Gln, Pro, Ty, Lys, Glu and Pro, respectively,
and Gly and Lys at the C-terminal are deleted. Emicizumab is produced in Chinese hamster ovary cells. Emicizumab
is a glycoprotein (molecular weight: ca. 148,000). composed ;)f an anti-FIXa H—cﬁain (f4—chain) consisting of 448
amino acid residues, an anti-FX H-chain (y4-chain) consisting of 444 amino acid residues and 2 L-chains (k-chains)

consisting of 214 amino acid residues each.
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1-Cycloprepyl-6-fluoro-4-oxo-7-(piperazin-1-yh)-1,4-dihydroquinol i-rlxe-.3-carboxylic acid hemtheptahydrate
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4-(4-{[2-(4-Chlorophenyt)-4,4-dimethylcyclohex-1-en-1-ylJmethyl} piperazin-1-yl)-
N-[(3-nitro-4-{[{oxan-4-yl)methyl]amino} phenyi)sulfonyl] -2-[(1 H-pyrrolo[2,3-b]pyridin-5-yl)oxy|benzamide
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{(1R)-3-Methyl-1 -[(ZS)-B—phenyl-2—(pyra—zine~2—ca:boxamid0)propanamidt)]butyl_} borenic acid moﬁohydrate
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