ERAMEK] 11583
FEk28%11H815H

SEERFREEESE (R) B B

BASBEEE - A R AT ERE
( & B % B )

EREO—RRLFRIC DN T

Bl 20T, (BELO—BROLHROBIR >V T (FRL184E 3 A 31 B
BRE 0331001 SEAFBHEEEELBERMN IFRIVBIFE-TWEEZ AT
HDHH. S BHEBIBITOERES AT (LLF JAN] &WvW)H,) o1,
RO EBYEDEOT, #HTHOLE,. BT TEERESICEGF LA LS HE
BEREV =0, :

(ZHR)
AAREEMN LT —F#~—XZ : URL http://jpdb.nihs.go.jp/jan/Default.aspx

(BIEDIFRD 5> b JAN LUADORFHOERIE, YT —F -2 DIFRTHIET
BIEELTHET,)




(B 2) INN IR S Nic b A ORABEIC B 5 ERR—RHAF
CFaR 18 48 3 A 31 BRRFEFE 0331001 SEESHEERALBELTERRBMITTRIE2)

BEEE  274-B8
AV TE—E TATr (RETEER)
: Olipudase Alfa (Genetical Recombination)

JAN (BA&A)
JAN (& #£)

TI/BEINRCOANT 4 FEES

HPLSPQGHPA

RLHRIVPRLR

DVFGWGNLT?

PI?KGLFTAI

NLGLEKKEPNV

ARVGSVAIKL
LLGSTCGHWD
DHDYLEGTDP
LLSGLGPAGP
VPVYPAVGNH
TLRIGGFYAL
LQAAEDRGDK
VDEFEVFYDE
VVLDHETYIL

MRGDMQLFEQT

LMPDGSLPEA

?NLLKIAPPA

V?QSIVHLFE

IFSSWNISLP

TVPKFPPKPP

DDMVEVWRRS

SPPAPGAPVS

|
VLSPSEACGL

RILFLTDLHW

| il
DCADPLCCRR

FDMVYWTGDI
ESTPVNSFEPP
SPYPGLRLIS
VHIIGHIPPG
ETLSRPLAVA

NLTQANIPGA

FWFLYHKGHP

QSLWPRPLFC

GSGLPPASRP
PAHDVWHQTR
PFIEGNHSSR
LNMNFCSREN
HCLKSWSWNY

FLAPSATTYI

IPHWQLLYRA

PSEPCGTPCR

GAGYWGEYSK

QDOLRALTTV
WLYEAMAKAW
FWLLINSTDP
YRIVARYENT
GLNPGYRVYOQ

RETYGLPNTL

éDLPLRTLES
TALVRKFLGP
EPWLPAEALR
AGQLOWLVGE
LAAQFFGHTH
IDGNYSGSSH

PTAWHNLVYR

I
LATLCAQLSA

I
RADSPALCRH

H1 : 587 e 24 N27, N116, N276, N336, N444, N461 : HgiE4S

RIS



SRS O -

[ Gal-GlcNAc-Man_ Fos
NeuAcy » { Man-GleNAc-GlcNAG
Gal-GlcNAc-Man””
NeuAc-Gal-GicNAc N
Fuc

Man \ )
NeuAc-Gal-GIcNAC 4 Man-GlcNAC-GIcNAG

NeuAc—GaL—GIcNAc—Man 4

Man\

{PO4)2 Man\ ‘
' Man, Man/’ Man-GIcNAc-GIcNAG
Man/”

Ca900H4373N7830991S20 (¥ 2737 EBEY)

FVTE—-E TA77EB8EFREXE PRAT 4TI VRAF VT AT T —PRERTHY, b
PRT AV IILY VRRAKRDTRT F—ED 14~583 FBADT I JBITHY TS, 4Y 74 —¥ Ta
7 7L, FrA=—XA AR —JIEMIIC X D EESNS, 570 BOT I JBREEEN LI BN Ly
H (& : % 76,000) TH5.

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)-coﬁsisting of 570 amino acid residues. -
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LI VRAT7R, BEFABRIE METEBREMT ) 7o -t A THY, Ty bt FEMEE iR
B IX AT (FIXa) HfER U~ 2L FEERS X BF FX) HAECHEBERERS, £ 7 L1—Aa
UV—Z78EVCE b IgG4 DFEFEP S22 5. Hi FiXa-H 4D 202, 231, 299, 359, 412, 438 & 448 BE D
7 I/ BBREILENEN GIn, Pro, Tyr, Lys, Lys, Arg & Pro ICBRR SR, CkiEo Gly L Lys Pi’%fé
N5, i, ﬁFx H 4> 198, 227, 295, 408, 438 L 444 BHOT = /&Eﬁ%ﬁi%n%n Gln,

Pro, Tyr, Lys, Glu & Pro ik BHAENTE b, CERIBODGly & Lys KR EhTnd, = X<,
FTx A =—ANARZ—REHIRIC L VEASND. =TI X~7 1Y, M3EOT 2 JBBRENL A BH
FIXaHS (1480 1K, 44 BO7 I /BEENLALIAFXCHSE (M) 1 ARV EDT I B
Epo2DLE ) 2K THRINIBEF LV AVE (HFE 19 148,000) THS.

Emicizumab is a recombinant bispecific humanized monoclonal antibody composed of complementarity-determining
~ regions derived from rat anti-human blood coagulation factor [Xa (FIXa) antibody and mouse anti-human blood
coagulation factor X (FX) antibody, human framework regions and human IgG4 constant regions. 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, ?he amino acid
residues at position 198, 227, 295, 408, 438 and 444 are substituted by Gln, Pro, Tyr, Lys, Glu and Pro, respectively,
and Gly and Lys at the C-terminal are deleted. Emicizumab is produced in Chinese hamster ovary cells. Emicizumab
15 a glycoprotein (molecular weight: ca. 148,000) composed of an anti-FIXa H-chain (y4-chain) consisting of 448
amino acid residues, an anti-FX H-chain (y4-chain) consisting of 444 amino acid residues and 2 L-chains (x-chains)

consisting of 214 amino acid residues each,
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1-Cyclopropyl-6-fluoro-4-oxo-7-(piperazin-1-yl)-1,4-dihydroquinoline-3-carboxylic acid hemiheptzhydrate
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4-(4-{[2-(4-Chlorophenyi)-4,4-dimethylcyclohex-1-en-1-ylJmethyl} piperazin- 1 -yl)-
N-[(3-nitro-4-{[(oxan-4-yhmethylJamino } phenyl)sulfonyl]-2-[(1 H-pyrrolo[2,3-b]pyridin-5-yl)oxy]benzamide
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{(1R)-3-Methyl-1-[(25)-3-phenyl-2-(pyrazine-2-carboxamido)propanamido]butyl} boronic acid monohydrate
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