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Glycoprotein (molecular weight: ca. 102,000) consisting of two subunits
containing 398 amino acid residues (Cz2029H3080N5440587S27; molecular
weight: 45,351.21, including molecules lacking one or two C-terminal
amino acid residues), produced in a human fibrosarcoma cell line
(HT-1080)-derived cell line in which the expression of alfa galactosidase
A is increased by amplification of the alfa galactosidase A gene
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VIR (LIF, CTH) 23%k4 22 MR-C/mk I EITIEICERE L, MEOWNE., S R OB #
fa., B LRk, OFFHAE, HHRSRE R O BB REANBRNICEE SN, BRIz B
Tk, ZFE#H D VITFEHIC, WUEOW LVER, HAMEIE S Jih 5 B8 R EEER
OB ARRE R ERRE L, FRE2ERD I CTEERBENEELZITA L5120,
W 30D 40 BARICERE EBRD DVIIMMEREEIC L Y BT 5, AFICB VT,
ARBIIFERBIBRMAEENRRBIEESINTEY, 2001 £RFE T2 177 LDBEENR
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Z B, 1970 ER X W HHRFEMRT EN TE TS, AR T, BEFEBE 2 ERIC X
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Wk vslEsn (B ®ESY), EERRBRO—FEOKES TR (TKT003) O—IHicfE A
ST, TDH% CHMIRFEENERE IND L HCHEFER LR SN (C fiERY) . KE
F RS (TKT003) O—HR AL TCORBRE ST DMOEERRERI QN JEEERRBR D —
IR SN,

TKT #HiIZ i b ORBREARICE S &, CHhlcBir a2 8EHE (ClEE) 2 HEEREL LT
MEIZHFE, 2001 4 8 AICEMICBWTEAR SN TWD, ABE, TKT T EEEDOE K & &
HombzBryL LTEARMC L A8EFE (D*EE) 2R L. 2003 4 2 AICiXEMICR
WTHEFEDO—ERAFRFELITV., FAET7 ACEAR LB TS,

(HHEYE « BBV & b | AFEITIE A%, B, C*RU'D*0 4 BEOFER OF IS4 5
BEIBFET D, BiRT 2 LI ICEIER R 2D DD, FEOEERBR K OERABRAE R
b, BAOFEICEEROEEIIRVNEEI LD, ZOd, AREECBITIRBRIZER SR
TRERCHAN OV TOREIT, BEOMEIZIODWTERTAHEEARKRE KK & LTES
L77,)

HFEE IS, ABICBIT 5EBRFICHZ 0, ENEERRICHER Lz CHlETHE L, &R
BB —IPERARRFEEZTV, D*EIRICHIVEZ A TEL LTV, L5, Crilpk il
BN RECIIEEREIC O FFEO Y VEERMERA SN T2 2 03b, K 15 £ 5
A 22 BHTEZERE 0522002 SEFEFEEM (HFHFEO Y SHkm 2 FEME L L TilE X
NHEES, EEAEZEOREROLEEMHEEIZONT] #3201, BEZITHERES 45
DU VHEREEZERA L TR DMEICER LIZWEB LHS & &bz, D*UEICETAE
Bh MELEEO TRk, A SNz FBEOMBA LA R O E D ik, I N 3K ETEE
FHME OB REZRE L,
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PBRESNDTFEIIRNZ End, EVBEFEMEHIRIRERGEO R EER TS L, PERE
Z D*URICERET DI LAY THDEEERD, LU, D*EEIIIERR R OBRRR
KERSNEbDOTIERNZ & h, MEREIC X 2 REORSZ5HME Lz £, HEEOR
LEEIZOWTHIBT 52 & & L,

@ FEOBEIZONT

FEL, TKT #cliE S5, BY, C* RO D*EEIIFR—D~ A Z—k/L 7 (LIF, MCB)
IVREESNTVWER, V—F2 7y (LIF, WCB), EBEIREE BRI TENLE X
NTW5, DLTOREEIZET 2T OV T, D*EE RO L L, BEEICHOWVTITHE
L7z,

i) B AMIEH O, BB O ARH

RSO DOBEMI L LT M SMmIER HT-1080 2AA Sz, HT-1080 (oo
wosstEaEEsh s, EEEo o GAL EE T o - R =
Atz pmcETEEE7 22 F ez s e e <R
e |
50— 2oy - L<|EE - = -
23 F ICHBAA A TS S v, SHEEFIRE bANC S, TRE Sh- ARSI L
GenBank D ERFIF — & ~—2icagsnTwaisle omic [rrozaszw s nes,
vt Il es retemecrpErs s v BRE L QEEITh 3 L BREN
<5, I s5mscnrLcgsne oNa w4z G - -
v 1528 HT-1080 w8 AT 3 = Lic kv, wEMkIoc - o caL waTEOc
ramEsmz e v, <y 2—micashs | s amnoe v o oAl wETE
ollc@Ersns, mrpsnze v ocaL gEvEc: |GGG 5550
9. mRNA 2°b & b o GAL ORIERENEIR S, WMo T o7 FARFSIAEIN S, A
wrEorgEsswaEshs, Rz mossz Uemnnass T s o voB . MeB
XY WCB sl E -,

MCB 125\ T, MIEHERBRAEE SN TV 5, MERROYA L ACET2RBE LT,
WER O~ A 275 RN T A VRIS TR B 72 B T BB i SRS,
in vitro KON in vivo BEFERBRDIE ., & P RO NVRERIED 16 O U A L A DBRABH., ©
VRO ZEETA NAORBRBER SN, WERORT bRE SR oT, £, T4 VF
A DR OYARSHTIC X B MIAOTERRER. MIRME, WA, ASATEE, HELEME,
ERIEFERIIR OASERET 0 E—BIc oW TRE Sz, SbIc, MCB X 9 F% L 7= Faiio
DNA X ¥ 4§85 7H517 GenBank Dtk o GAL DHRES] L —+ 5 = & AHER S s,

WCB ROEESEERTH#OME (LLF, EPC) i22oWT, MAEMRRNY A NVAIZET 5B

(VA VAR T, M - Bl - v L ASICET AR . MR (I OTERRER,
MIATRE, BIRRAGYE, ASARERE, BSRREN. MBRETESRUAKEET 2 O NE
HEEh, BETRECHERSRD bRT, EHASREETEDRETHED MCB OONEE L
—B L2 E0h, BRHIEE L CRENICEE ThH S - L AR SN,

EPC 120\ T, SEEMR O A LRI B B RN ER S L, BRARD bRV L, $i
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IO FE R ARG THEOMTORE, BERLEICRENTNS 2 &SRB Sk,
EPC &Y & sni EPC gl vy (Jao~—~x rzongse nzren, frao
N—RZ BB S REb0) o TR oI s ot s hown. [
B s omsoEoRERK MALDITOF i X3 48F B0 E E—27 It b hmg 1 b
NTRY . MM L@ HRIC L 0 ) RS OB DRI E A Ul & S, HIEHE,
MBI D AR TR SRR £ AS Ch o1 2 & b, HHMER ORI BE 52 B2
TIERWEBEINL TV,

MCB & WCB IZHOW T EHMHIRZERT=Z YV IRED LN TEBY, MCB TIIAERFEE, W
Yo7 my MOk BT R OAE 2 — NEROEEEFIORBIC VT, £/, WCB 12T
AR, FRROAELRER, MRRAAER, AERAEERUOAESNIARO Y 2 2270y ME
L BREBICOVT, TNBNHEEENRES LTS,

i)EERORETE (D*EE)

AIOWETIZL, HRTRLERNTRICE VBRSNS, MILEE TR TIE WCB 5 bIEK
ARy—=NT v 7L, KRR, FEEBELZR CARZERRELEAEOND, BEIRIZOW
T, WCB ik, AT, 2<oimT vy, e —~xz rome barosmis
AT EZDONTERENEERBARE Sh, FELEROCLBELERED SR TV 5,

wurecr NN -~ > - R -~ >
7~ N - > B xmraerrso4

— W =~ 1757 —roF 7o - a s TEREARCEERSRR SN S,

wrTrcs s TRakrmmoxsicovcga s . [N
Bl s 7o wr. s, . ==/ DNA 1o D
IR BREDESRI SN TVS

AFEiTe MElaREEEME S LGS TRY, METRF THLEMEREMEIMER &
NTNBZ b, SRR T 3 ZeMMER EB S LT 5

MCB, WCB KUt EPC Iz oW\ CHIBAD RIE R O A /v REIC3d B 4 EE - PR 758
EREMSh, FEAKSRTON TV, BRIRICEIT 2 TREHERRE LT, RMT L
IETBARR, <A 2T TR, BEEEREFEE, UYL AR OEEMIIC L ZRAR
FHREAEDONTH Y, BRIRCEN L, TREERRL L TAEEROTY F oy
RRABESNTND,

E70, HEMIE E MRMEPIEMISEE HT-1080 12 B33 525, HT-1080 I3IEHE(L & 17 Neras
BEFEROZEBMESN TSI Lh 5 (Hall A. Nature 1983; 303: 196-400) . FEEH 5%
DNA & BOREMEMRIFT ST D, WHO 2R L7z, SRS £ REEM b LT ERR S
EIHEAT 2B OB EMIER DNA ORAFEME (BUE 1 #5579 10ng) (WHO
Technical Report 1998;Series No. 878) (Zxf L, JREPIZEFT BB E DNA D v Mk R
ROASRA 7 REREDRERD D, AN TIED DNA RERITFHTHD - L BRI N, F

TARIZIREIEHFIZ Noras BT ORBAR D o728 LTH, BEFOEGFE L FEERO HBEE D
LEMEN DR ADEEIZED TEN D THS - L. FEFICEFTS DNA OHFHA X
1 Nras DF 7 BHA ZEY bASVI Lk, BAT 3HEEMIEASR DNA T2 R4e T
RSN EBEINTVWD, 2B, BEME DNA OEFEICOWTIL, FEIE CHEREMEN
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RESIh, BEINDZ L LRoTWE,

I, BETROUVANVARE - RELEIZOVTHBEENTWS, 5 2Dru<w /5
TA4—TITRENF ) 74N —a VITREIZOWT, UV UALNLVAMTRYA VA, <7 ZXA
T ANVAR, TENVRAGA VR TEISVRT A VR ERANTERE - RIECRES ST &
. THUHAFEDOTANRZONTREORBH TRIIVEICEVREDRLE TS 2 L A3k
EhTna,

il ) ETROEEIZONT

B*8lEN D C*IE~DOELEE AT, WCB ORRE, 5% - AEEHMOLTREF N TR
Riexr—n7o7RosmED S e HEOEETHS,

ClEn S D*E~OEREE AL, EkoEuTED e 2 r—r7 o 7EgEsr e <
iz XN =7 o), skigk - EREEREBOEE (EWEREMEOER) . 5
zrerzrpozE (IIEGNGNEEEE-: . ) 2o
RRTREREKEMEOT ) 74V b L— g VOHLEER (.nm AN .nm) TH D,

CHUTED B D¥E~DE T TOREE DRSSOV TR S KT A,

BEIRBIZOWTIIERER XN TS Z L, EPC OHIFEERENT. ShREEEIZBIT S
G, IATERR OWIREHEE (BIF. PDL). WONCHE LEOARK, <A 275 X
< RO A VA DEIER OARERERTENC SN CRE S, M0 SRt OV RERESE A3 il
Nio, ZORE, DEEICI TSR MO ZE MR M ST SRS S h TR Y
AIEFERTEMEIZOWT S CHREEFRETH o722, PDLIZOWTiL, DLl REgsE TR
I35V 5385 PDL 8%\ = & % & A RE RS TRIC BT 2 MO MIE A\ = & SR S N7z,
U2 L7228 b EPC OMIBIFHERRATIC X 0 DUEIC I T b s A s i R 1 R
NTVBZ L REND, MR O L F RSSO B8 5 2 TR LMl & h
TW3,

BRTRICON TR, AEONE, TRESERMMORENEI >V TEHIES By FOE
EREB S, PR ER OFMIREDELH LTV D - L AR Sk,

® EEORKHEIZOWT

KEFICHVEERERPRENTZDOIREELE LT CREECLZBDOTHY ., BYREREIZHOWNT
E— O RS BRE S W OB Th D, BB, PEERERESEESND L,
D*BUTRIC X 5 IR DU RER AR & CHIEEE b Holl L7 R ASBINRL S, ZhicSWV T
BB CEBT B,

) CYRIRDORHEMITRERICOWVT

FEOBHENC DN, AL EO— WM (73 BRI, NAKET I B, ~7F
Fww 7, 73/ BESISIT) . FEFREE (FESHIHBERLERL D SDS-PAGE K [EF, fEg{~
YUV AT, & BB S IE OMAT., MALDITOF 12 X 5SS me) B+ 5%
WREE S, WEIEEORE L L CIEKKBRME (SDS-PAGE, IEF), ks n< k2
T IR = (YA RYREE S v~ 75 74— (SE-HPLC), MAI@EEAEs nv b /57
4 — (RP-HPLC)), %8 (SDS-PAGE, SE-HPLC, MALDI-TOF E&EHH). fiib et
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B, AWFeEE (RIRNELY ARIEN, BRILEN) . B FES Y a7 3 — A OBERITERN
%ﬁ@éhﬂ\éo

ML BDO—RIEEIZOWT, N KD 15 ZFEIZE b o GAL OEEFESI LY FHRENS
EE?U?%% T FNARTF RGN b D L —& L, CRBIZIIRHY—MERRD bz, BlaF
BFI D FRINZHD (398 HENDT I /E) LEELT CREOuA VU EERRELED
DREEDIHRDZTHY, FEEOLOROCEKEN 2EERE LIZbDLDEBEFEEL TV,

PEGEREEIZOWT, 10847, 161 (LK ON 184 fiLdD 3 WFTD 7 ANT X I N S TR
AL TN Z LRSI, SR EERLEZ D SDS-PAGE R/ uw M /57 4 —%
TolREV, My /) —RB N4 7Y » FEIRQa T Ly 7 ABEEOFE, YT T
NBEOY VEBMEESNTREHEERE L TWVD Z ERNREBENT, o GAL OHIFEN~DR Y IARIZE
 EThBESND MEP ofFElkiE, v ) —2 ol H72 0 JPnol Ty . FI 1 5751
72 A .@LJJ:OD%J/E.\'G%{E\ LTW5 LHERI ST, Flo, RROEFEELE LT T AVERI
FEOERES7 Y ool ©H -, MALDITOF BRSO Bt SN BER OSSR
i A = ) — RS .%L;LT\ vV )= ART a— R0 575 RO BRERIEE OREH .%
UTF. ~ 7Y wrupss Qi 7. 2~a w0 7o o 2 e Fepon, =
T I ABFEFHOIT LA LI T a—ARMMLTRY, K .%&Ui“/?’/l/ﬁz‘%ﬁi‘ﬁj)[l LT,

VANT 4 RFEEIZOWT, KEIZ 12D RTA VEEREZBELTWAD, 5FHIZ 5 IFTD
REVPHEREINTEY, 2BECOWTIERHOT A —1Ch B AR RIS TN B,

BEXIKBIRMEE & LT, Bi% SDS-PAGE iZ L VY 45 F& 45,000Da fHiEn 7 o — RigE AN R
CETOREHBAEDEVIZE BB FBRD b, £ F &I 43,000~68,000Da DFFH T -
7z, 1EF o %, plli~-losmEicw ko o kagisn, @550 705 ha GAL 0%
TR (MEER 4.1~4.4, MiRBE% 4.4~4.9, B8 H% 5.0 % 15.13) (Bishop DF and Desnick
RdJ. J Biol Chem 1981; 256: 1307-1316, Bishop DF and Sweeley CC. Biochem Biophys Acta
1978; 525: 399-409) + iy 5 &, xR0 v o LR L v s L RS E,

ST EICOVWT, MALDI-TOF & E547TiX 50,777Da #TEMA L 954 46,000~% 55,000Da
DHFEIZ T o — 22— BB b, § 48,000Da (FIFICES FES Y 27 4 —ACHYST 5
— 7 bRBOONT, KFEDT I B LR b A E RS FEIX 45,400Da TH Y | BIEEHh
f:ﬁ%g@% IHEE DS FRE SN, F-, SE-HPLC I X3 RMTONTFE (SE_EEE L
T) i, BEEAVESE TERLEZRERHH 141,300Da & REL bz,

g%q—sfa wEe Lo sz e e s e oe s 2 2man~omy aasge
BEh, ZOBRYAzTiEEED MeP oitrric kv e tmEsnie - Las . xEoMBI~
DIV IAFZITHILO M6P LE T Z—2 N L7ebDTH DI EFREBINT,

BER & LCOMEMIE, A TN TR T2 Y- HT77 TV REEEL LT, 1 B
W4 AFNT R Tz r% Inmol FBESEABEEL 1 HA (U) LL-Lx, BEOLE
i U s <55 oire MagEEE | o GAL OB E L FRETH -1

(MA@ 4.07 X 106U/mg, i3k 2.06 X 106U/mg) (Bishop D.F. et al. PNAS 1986; 83:
4859-4864)

SDS-PAGE (Z31) 5 3 - BIvKBEVE I IFESRIELEERALERIZ K D 1 ROUKEI# L B 2 &b, B
FHOBNER L TNDZ ERRBINTEY BREBH THLESFES Y 274 —HIZONT
BEPMTONTVWDARSDFES Y 27 3 — AIF O BEREEFEHEHR A < ) — ZAREH D
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FABLBHEL | VT ABE Y VOS2 VEERORbE NI L — T Th Y | BERE
mwrzgRgchs st VIl ~omvizsnEs o o - commsne, B557
B Y a7 5 — MNIEEBEICRIT 5 — X EEK OB > TR BRI H 0 | e
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