EMAZEEZ 12088 1 &
YRk 27 % 12 A 8 H

FEREREEETZER (B) & K

BAESBEER - £EEELERESETHEES

_ D ( 8 £l & & )
EED 11V %

27.12.10

BHR

EF 5 D—RREIL R DN T

BRACOWTIEL, TEEEO—RIOLHOBFIZONT (F 1843 A 31 BX
BREE 0331001 SEAFBEEERLFEEMD) IZICLVBRVF-TVWE L Z AT
bR, S BREICBITIEER ML CAT MTANS £ 5,) 1250,
FAHIRDO LBV EDOT, BTHMOLE, BEETHEEERICANS LA L HE
CEREWLEWD, :

(ZH) » ‘

A AREES 4T —F ~—% : URL http//jpdb.nihs.go jp/jan/Default.aspx
BUROEHRD 5 5, JAN DADOEFOFRIZ, HET —FN—XOEFERTIIGT
HZEELTWET,)






(B1£ 2) INN 28 EN/= B ORVER BT B EER—RAILFR

(T 184 3 B 31 HERFERS 0331001 BEAY HEELASREEEBREBAITTIFIE2)

BRES 25-1-Bl4
JAN (H#&4%)  EXUN—F 777 EEFEBEZ)
JAN (& 4£) Sebelipaée Alfa (Genetical Recombination)

73 ) &S
. SGGKLTAVDP
NHSDKGPKBV
GNTWSRKHKT
GHSQGTTIGF
_ HLIKDLFGDK
- LNMSRVDVYT
QSYPPTYNVK
WEHLDFTWGL

ETNMNVSELI
VFLOHGLLAD
LSVSQDEFWA
TAFSQIPELA
EFLPQSAFLK
THSPAGTSVQ
DMLVPTAVWS
DAPWRLYNKT

SYWGFPSEEY
SSNWVINLAN
FSYDEMAKYD
KRIKMFFALG
WLGTHVCTHV
NMLHWSQAVK
GGHDWLADVY
INLMRKYQ

.

LVETEDGYIL

SSLGFILADA
LPASINFILN
PVASVAFCTS
ILKELCGNLC
FQKFQAFDWG

DVNILLTQIT

N15, N51, N80, N140, N252, N300 : S

RO

(PO4—Man)2 Man‘/

Mans

M !
an\
GlcNAc /Man
PO4~Man | Man
‘ Mang 1~Man
Ma
"\

Man

‘Man

N .
'/Man—GlcNAc—GlcNAc

N o
Man-GlcNAc-GlcNAc

N
Man-GlcNAc-GIcNAc

CLNRIPHGRK
GFDVWMGNSR
KTGQEQVYYV
PMAKLGRLPD
FLLCGFNERN
SSAKNYFHYN
NLVFHESIPE



GlcNAc-Man « .
/Man—GlcNAc—GlcNAc

Man
/

GlcNAc

C1968H2045N507055:315 (? >IN EES)

FRUNSE FAT 7 RIYATISyroT b OFERIEESNBRETERAE VY

—A@ﬁum~ﬁf&0,3m@®75/%%§@5m5%&>maﬁ<ﬁ%§{%&mwyf%a

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.
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Nonacog Beta Pegol is a recombinant human blood coagulation facﬁor IX analogue (molecular

weight: ca. 98,000} in which an averége of one non-reducing end of a glycan at Asn157 or ‘ '
Asn167 is attached to neuraminic acid conjugated to two iaolyethylene ~g1yc§1 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 A]fa Pégol is a modified glycoprotein (moleculér weight: ca. 216,000) in which non-
reducing end of a glycan at Ser750 of Turoctocog Alfa (Genetical Recombination) is attached to
neuraminic acid conjugated to 2 polyethylene glyéol polymers (total average molecular weight of the

polymers: ca. 40,000) via the linker.




HHEE 26-3-B1
JAN (B#A%). : ¥E7 had Fh7y KD EEFERZ)
JAN (F& 4) : Damoctocog Alfa Pegol (Genetical Recombination)

73 ) BEFIRUT AT 4

HH
. ATRRYYLGAV

FVEFTDHLFN
VGVSYWKASE

ELSWDYMQSD
IAKPRPPWMG
GAEYDDQTSQ

RESEE -

LGELPVDARF
LLGPTIQAEV
REKEDDKVFP

PLCLTYSYLS
VFDEGKSWHS
KSVYWHVIGM
MDLGQFLLFC
TDSEMDVVRF
APDDRSYKSQ
PLLYGEVGDT
FPILPGEIFK

HVDLVKDLNS
ETKNSLMQDR
GTTPEVHSIF
HISSHQHDGM

' DDDNSPSFIQ

YLNNGPQRIG
LLIIFKNQAS
YKWTVTVEDG

GLIGALLVCR
DAASARAWPK
LEGHTFLVRN

PPRVPKSFPF
YDTVVITLKN
GGSHTYVWQV
EGSLAKEKTQ
MHTVNGYVNR
HRQASLEISP

NTSVVYKKTL
MASHPVSLHA

‘LKENGPMASD

TLHKFILLFA
SLPGLIGCHR.
ITFLTAQTLL

EAYVKVDSCP
TRSVAKKHPK
RKYKKVRFMA
RPYNIYPHGI
PTKSDPRCLT

LLICYKESVD
VQLEDPEFQA
VFFSGYTFKH
GMTALLKVSS
RHOR
L8

EITRTTLOSD
FIAAVERLWD

RGELNEHLGL
GAEPRCNFVK

ORGNQIMSDK
SNIMHSINGY
KMVYEDTLTL

RNVILFSVED
VFDSLQLSVC

EEPQLRMKNN
TWVHYTIAAEE
YTDETFKTRE

TDVRPLYSRR

RYYSSFVNME
ENRSWYLTEN
LHEVAYWYIL

EEAEDYDDDL
EDWDYAPLVL
ATQHESGILG

'LPKGVKHLEKD

RDLASGLIGP
IQRFLPNPAG
SIGAQTDFLS .

FPFSGETVFM

SMENPGLWIL

GCHNSDFRNR|

CDKNTGDYYE

QEEIDYDDTT

- YGMSSSPHVI,

LGPYIRAEVE
PNETXKTYFWK

DSYEDISAYL

SVEMKKEDFD
RNRAQSGSVP
DNIMVTFRNQ

VQHHMAPTKD.

_LSKNNAIEPR

IYDEDENQSP
QFKKVVFQEF
ASRPYSFYSS
EFDCKAWAYF

SGLIGPLLVCE
ERAPONTIOME
SNENTIHSIHF
ECLIGEHLHA
KLARLHYSGS
SQFIIMYSLD
IRLHPTHYSI
MFATWSPSKA
KSLLTSMYVK
PPLLTRYLRI

HTNTLNPAHG
DPTFKENYRF
SGHVFTVRKK
GMSTLFLVYS
INAWSTKEPF
GKKWQTYRGN

RSTLRMELMG

RLHLQGRSNA
EFLISSSQDG
HPQSWVHQIA

RQVTVQEFAL
HATNGYIMDT

EEYKMALYNI,

NKCQTPLGMA

FFTIFDETKS
LPGLVMAQDQ
YPGVFETVEM
SGHIRDFQIT

SFSONPPVLK

RSFQKKTRHY
TDGSFTOPLY
LISYEEDORQ
SDVDLEKDVH
WYFTENMERN
RIRWYLLSMG
LPSKAGIWRV
ASGOYGOWAP

SWIKVDLLAP
STGTLMVFFG

MITHGIKTQG

NVDSSGIKHN

ARQKFSSLYT
IFNPPIIARY

éDLngsMPL

GMESKAISDA

QITASSYFTN

WRPQVNNPKE
HOWTLFFONG

WLQVDFQKTM
KVKVFQGNQD

KVTGVTTQGV

LRMEVLGCEA

H 88 N41, N239 ; L # N162, N470 : $Egkts

H 85 Y346, Y718, Y719, Y723 ; L'84Y16, Y32 : Faffl,

H 84Y895 : #5AVFREL L
L8 C156 : F/z PEG {LE/T

QDLY

SFTPVVNSLD



EIREHOREERIE ©

- HEH N41

NeuAc—-Gal-GIcNAc \ E ;
. ~Fuc

Man
. \ |
NeuAc-Gal-GIeNAG 7 Man-GlcNAc-GICcNAG

NeuAc—Gal—Gl‘cNAc—Man /

Fuc

Gal-GleNAc-Man , ] ‘
' Man—_GIcNAc—GIcNAc

NeuAcg.o
’ Gal-GlcNAc—Man /

H4# N239

Man \
Man

Man_ N\
1039 Man/’ Man-GlcNAG-GlcNAc

Man - Man

Man\'.
Man
N
Man/” " ‘Man-GIcNAc-GIcNAc
. Man/

L# Nie2
: ' Fuc

[ca-GleNAc-Man ]
NeuAcg., “Man-GlcNAc-GicNAc

Gal-GlcNAc-Man /-

L# N470

Man.\
M . ' Man \
. anq..
39 Man”/’ /Man-GIcNAc-GI¢NAc

Man -Man
O fEampEe -
NeuAc
|

NeuAc-Gal-GalNAc -



RYUZFL 2 FY a—N0OkaHER A
0 e

HgC

R

* Cys§§§0)%71' L

C7445Hi1318N198409184869 (& NI BESY, 2 FH#)
H#: C3895H5997N109901159S33
L. ﬁﬁ . C3550H5391N9050103‘7S36

FEIZ hag FATy NI, BEFENRZ b NSRS VI HFEEE (5 TE: 1 234,000
THD, &FNRIEEMNL, b N IBRRES VIO BTFO 1~754 BHR N 1649~2332 BED T 2/ Biz
IS5 FEZ AT TATy KDV, BAEOY I ) BBENS3 HYEKUNE4EOTI ) .
BREN 525 LETHRSN, Cys KBRS LED 166 BEOT S/ BARI, RUIFL LY

(I—)VEE (P95 T8 #060,000) 25U > H—& AL THEL TN 3. ﬁy/AaEWﬁﬁ M%@@?J
X BERENSRD, «t—AAxﬁ—mm@#bFiémé

Damoctocog Alfa Pegol is a recombinant human blood coagulation factor. VIII analogue (molecular
weight'-ca 234,000) whose protein moiety corresponds to amino acids 1 - 754 and. 1649 - 2332 of
human blood coagulatmn factor VIII. Damoctocog Alfa Pegol is 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 .

, ac1d residues and produced in Baby hamster kidney cells.
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.Ruriocfo'cog Alfa 'Peg01' is a modified glycoprotein (rﬁolecula%' 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).
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