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A7) A w5t ghA EE ol A Ad U o]l & I = || E 9]
A H = NCBI & &4 9 dHolg o] 2o A & 5= )t}

Boutgol X 5shd a4 Y a4Y o, A7 Hd axe
A2 A G, 52 A5 ofn] =2k o] X Sh(substitution), 5+ 7Haddition),
A 71 (deletion), =2} (modification) & ©] & 2] Z3F 0 & o] Fo] x| = ol A AEF
WMol Yok, X5 8hA a9l ol R T (analog) GA QY X =24 FA0}
T A Sz g, B o) Alg glo] Z3tE Tk

2bge] gof, a2 AP AReH4 a4 B HAY AR 5

Ea, ] AR o) oldm W AR F o] Aol
Sht o 4] obv]wak 2717k A S ALk F7he A 2 gl ow], 4]
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[124]
[125]

[126]
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A ¥ Ay F7hE = op ] AR QIR il o A FA4 A o 2 ] = 2071 9
o] . 4HERE o}y g} Bl A 3 Hi= v]-xpd A A ofu] = ALS AFE-SE S Q)
H] 43 o}u| =4ke] 44] A Z A ol = Sigma-Aldrich, ChemPep®} Genzyme
pharmaceuticals 7} 3 g+ ¥ U}, o] & &k o}u] = 4to] 8¢ fﬂ]E]—O]ESP} A& A o]
SThol == A2 434158l ebol = B4 314, el & So] 15 el American
peptide company} Bachem, 5= ¢+ 2] Anygen< %OH kA @ vl 7k,
3] o]of] A e 4] &=

A7 A EEHA aa o}”il*‘ e X 554 g Ao vlo] @A ¢ 9}
nlo] QM E] FElE E&sh=d), upol oA 2] 9] o) & B FA| X7t
F -9} uhE] S2m0] 2}o], Wabe] ekalul AN o] zlo], EA 9 x| o] A7) &
a9 715 A Dl v Fo] £ o 100% 2] o] ok A, 71 X 3 A o] xfol
Lobg o] 54 g AFES 57 = vlol oA R Y &

L ol s ggtet
71 Azt B A dEl e s Fh] B Alxd g 9le,
TAACE, FAA AL Tl FEAE, AT, BE, TSAHFE AEAE,
Foldliz T FolM Aatd = glew Ak & ofof) g E K| o,
BHAH LR o] R 7Hed A BA BAE Y8t ARG = oL, o]

A g 4] =t

7] HEtol = HAE 1) o9 opr| Ak X3S
L7H-¥1 100071, 170 =] 5007, 17 WH=] 10070, H=+= 171 07H4
obn| ;= abE 3 = gl o, Fd Aol &l 9o 1 P, 1=z
[GS]x ® 71, [GGGSIx ¥ A % [GGGGS]x B 5 xgalH, A7 A x= 1
olgel A (AN E 501, 1,2,3,4,5 iz T ol 5 )L, A A o =,
71 xi= A 1 WA 20 5 s S 9o, of ol A gy 1 %=
TAA SR, g o] fletol = ® A= 10 WA 5071, Btk ?-xﬂ%!zi,zo =]
4071 ofH] At LB A E = o IS 119 oAl =
TAE = A 3
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A= A =t

YA Fi= 1gG, TA A c 2=
A Al sd Ao
T 3 °Ur ool A gt #| =t H3, Q1ZE
ofr] wmAato] At AR E- Fe A 7 o,
g7 ek 19 Ba s e Ao, 37 Fie U= 2Ed Fe 999
stube] EHE = AbE L 9 QLo of ol A FhE A ¢
g1 gkera] 1] Fol A ARl o 2, A il B 89 op]mal M S Zhas
2 e Fe gole] 20A opniqte] ZEdl o2 X 3hE 71 71 A
[e)

obn]sabo] FFEhgl 02 2 §hE) A uk; iz 2w o Al e LB 0=,
TIM A obn]mAbe SFE Yo R X Syl wkA B E3ehs 4 EE AdUE

HAE2Ed Fe @92 &S Axsk=d ojA Alejolg o] 5= 54 =,
whil A & Qb shatar Aol A A A E = AE WA EH] flake], Htoll=
A28 Fe d9-& ol &3 §3did A+7F ehiks] xlaw
HoF2 BUe golo] 29 TAAR- O 2 [gG, IgM, IgA, IgD, IgES} o] 5714
SH7F A= SRR A Aol A AR = T [gGE o= 1gG1~49]
4714 subtype &2 H-FE U WA Z2EU Fc J oS o] &3 g3t e

oN

o
GE o] G715 FTHAIA AN A AAH = S EA
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[173]

AR 7} A T wold AU = k.

Glu-Ser-Lys-Tyr-Gly-Pro-Pro-Cys-Pro-Ser-Cys-Pro (X @ & 14)

=)

o}
7Iake 2ghet s WolH A 4= a1, AF% 13 (chain exchange)©ll
ol sh= Al# (Ser) 715 ZEH (Pro) *71 2 X34 A 5= o) 2}
TAAO R, GV dA L] 2HA A A7 7 ZEH 7|2 2 SE AL
N, o] of] A §HE A eF=T.

sk o 2, B kg 9] $1%] ¢ 9-& Pro-Pro-Cys-Pro(A € H & 15)9] A <&

EetAv, (EFH L J % QA& 71

2)PAE A 5 Qo Mo EH Fo
o A AE 3 4 9lon, ofo) AFE A B,

Poge] M BB e 99 e HAY 11X 9 Eiz WolH 91X Jq 2
zaksto w3 BAol A ZREA Fe Aol TH AL Bel ol BAS
4% 4= ok, ofo] AT A =tk

ok o] Ao 2A o] &= HIYSE2EH Fc 99L& o a4 &2
AARRSS do = 9= ddo] = A o2 deA At o & &9, FA
o] EA A 3 54 (ADCC, antibody-dependent cell-mediated cytotoxicity) 5=
R A9l EA A X 54 (CDC, complement-dependent cytotoxicity) ¥ -2 &=
715 (effector function)S Z+A] Ht}. o] 3t 7| o2 HAFZ B Fe 992 Fe
g otel Ag, BA A, Ei= Fe 9 9 2] 23} (glycosylation)S %-31o]
doj A ®rh g Fe 71 AA| o] A ] £k Ad o] At .

TARCR, - Uygo A =2 B
WAlsk7] s, e S 8ol A=
71 A ofpu] =qbo] ThE ofu] Ak
AMEHE ge] A2 EH Fe d9lel 1) 2dA o)l
2 $HE A, 2) 71 A opv] 4t (o} 23tk gyo] el
3) 2 A oln| A4k ZEH O R 71 A olu| A4S S FERI O R Xy A
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rlr
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e

o =
DA

B kg o] 8-of, "A}<5 L8 (chain exchange)"-> IgG4 Fe & w2 g3 2
Aol = A& AT, A A ol &A1 8= 1gGast o] B el =8 3487
%%Xﬂi EAske] o] F2E MAANA A7 om v 2 S zh=
TG A 5= FAE s 402, ddo] %Y FEAN A
A %6L7<ﬂ~ A5 BAo R ARRA F ofelgol = A ew BT
(van der Neut Kolfschoten, et at., Science, 317:1554-1557. 2007).

3, b FA A Felol A, B ol wiel 2
opu] Al AR ol ek o] of A F54) S
FEA A ofv] ik A Fo| Sk o] 4] obu] Ak 7] 7}
=] EH(substitution), 57 Haddition), A A (deletion), 52} (modification) 2 ©] & 2]
ZF o= o Fol A= ol A A ElE Wol 7k Aot A5 o] gt

o & EH, IgG Feol 49 A3tel] T-a3char &afxl 214 WA 238, 297 WA
299, 318 W A] 322 H1= 327 W1 A] 3311 o} v =4k 27| Eo] ®1E S 94 2 et
2el2A o184 4 e,

w3, o B3 AT P i w917k A H A, A1 Feol A
N-mke] B ol xeako] 471871} S A1 Foel N-hgkol vl 2.
A7171 2ohe £ ol F O B0 §EA7 b e Ea, ol A
& glol7] Ao ARG, o2 Clg AR AT A E = 2,
ADCC(antibody dependent cell mediated cytotoxicity) %1 7} Al A2 5% St}
oleld el B Fo o] A fEAE Ao |5 FA 55T
AWO 97/34631%, 5 A 53] & 7| #196/32478% 5ol 7|A =] o] Ut}

WA S AA Ao m MAAN T A &= v D Elo] = ]*191
ofu] Ak S Fa Fofo] ¥4 ¥ o] 9l tH(H.Neurath, R.L.Hill, The Proteins,
Academic Press, New York, 1979). 7}4 Z24} 4 0 & 2l ofi}i= u 3k o] - Af
Zk71 Ala/Ser, Val/lle, Asp/Glu, Thr/Ser, Ala/Gly, Ala/Thr, Ser/Asn, Ala/Val, Ser/Gly,
Thy/Phe, Ala/Pro, Lys/Arg, Asp/Asn, Leu/Ile, Leu/Val, Ala/Glu, Asp/Gly {+¢]
aLgkolt}, A g-of whebA] = 1 4kE(phosphorylation), 4} S}(sulfation),
o} =1 & 3} (acrylation), & 2} (glycosylation), | & &}(methylation),

2Ed PR @S A
A o= ]
=

=
S ofr At A
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[183]
[184]

[185]
[186]

[187]
[188]

[189]

[190]
[191]

[192]

v} | 2 &}(farnesylation), ©} 4| & S}(acetylation) 2 ©} 7] =3} (amidation) 5 2%

2l (modification) g 4~ Sl T}

T A7) 7% d Fe f2A4=
e ™ Fe 919l &, pH &l
1:1:5]_ O]FﬁﬂFC oﬂOﬂ_O_ 017} /\ oﬂﬁ\_ 3“;1 u],o/\ F/HH] 611/\15 a}H\E =
Y o &9 "gxﬂ"Hoﬂ/ﬂ g AP o2 R dojH 5 ,
FAXNTH TEAE E= AEZEE dofd Q2T £ o],] FEAYd
ATH AVIA, AP o2 7Y g5t WHE AA WS 2 E-E A1t
e AAZRE st 3, dwa Pl a s s Aegete] €5
W = o) Fakl g A2l & A -§-oll = Fab ¥
-l = pFc H F(ab)2 & At} o] & A 7] WA AZnfE 183
(size-exclusion chromatography) 52 ©| 838} Fc =+ pFcE w2 4 St ¢

TA A A HA FEfel| A= QAZE Fae] Fe 9 & vAEZEE 53
A2 A2 B Fe g ot}

T =

tan

]_
]
[e)
.

ol o PH 4 ot :i

L3 HASEEH Fc 992 A9 24, APl vl S7He B4,
Aol vls) Aad Fa Ei= FH7FAA, iz v ske | ged
At oM & A== e d Fe B4 o T3 = Al 7ol 3= 3heh4] Wi,
ot g 2 uAES o8 1 T i 22 S ] Yol

ol&2 = Atk 7| A, Feoll M FHA7F A7 g =25 Fe 992

B AlClqeke] ATeol W8] B, B0l ER AT EA i
WASIE AE EA0] 7 T AAF R, A Wl A B AR E W
g frdakA] eFeth ol Aol A oF= 9 7H3]°1§—7‘194 Bl of Aol Bt
et dEls Gz AAE A v st WIS 28R/ Fe 9ol &
Aoltt.
B g o] 8-of "tk 9] A A (Deglycosylation)"= &A% W& A 78k Fe

e , 11 33 3} (Aglycosylation)= ¥ 3 & &, T A4 Q1 A A
ol A AAkake] Faf st A 9 Fe 9 o5 o m] gkt

2 o
.
ol
5; g
o

S, W FR B Fe A9 17k i &, A, AA, kS, A, s,
E. 710} % 5o BR/AD 5 gor, o TAH AN Fehel A=
271910l e,
T

Toh Wl F 25 Fo 992 1gG, IgA, IgD, IgE, IgM #-# 1= o] £ <]
%%} (combination) &= o] £2] &4 (hybrid)ell 2] 3 Fe 1< 4= gl o
T A Q1 AA FeEfo A= QIZF D Aol 7 T8 [gG = IgM - o]

Bl o] A A AA o= gl 7hs A vl o] Bz S gRAFA] ] =
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[193]
[194]

[195]
[196]

[197]

[198]

[199]
[200]

>,\1

102 A9 1gG Fefoleh vl % A K A Pl
4] £ 1gG4 Fe J o], 15 o A 491 24 3 !
i%ﬂ&ﬁmooWHngﬂAM F4h3he cﬁﬁﬂﬁiﬁ}

psl
(@]

HA = d
TAA QAR HeEfol A 7] Mg ZF2EH Fe g9 ofn =il &
MAMT 90]aL, o] & Ak Edw e i'ﬂfiElE/ﬂoﬂ%H AHT 7Y
Ao}, ofof] A gHE = A& ofH )

gk | B Wk o) 4 "Z 3} (combination)"©] ¢ o] A == TFRFA E A o,
A7 @ HAF2EY Fe 9 9S o5 3)etE g glEelo] =7} Aol gt
71 o] v e g Eto] =4 73?’“’ 45t A1 o v &k} =5, IgG Fe, 1gA Fe,
IgM Fe, IgD Fc 2 IgE®| Fe W 0 & o] Foi 3l “1F 0 2 H-B el F 27) o] /9]
WA 0 2 E] o] B A = v A o] Al 27} 7hs st

)
!
-

E, g o HELEE L gy ES N B/
C-dbo] W2 gk AU 4= glo), A ulo] gld du X 55} 4]
SAEEYH RISt b S F7HA7]7] fl8ke] o] o N-hd B/t
C-ddt 5ol sfotd e g A7 7t ez B H v, Ei= flElo] =
gt Foll ofn|=Ato] FrbE ol A ) A Bodkwgo] wpE XSt mA
EE a4 EEde] ye £3Ech Cc-ddo] MY HA & A, B
wgol e X584 54 T 54 FEe ] Ui 2BV S
7, 58 3] o] of] A g = 41 of Ut

53], set o g e dde A4 N- 2 el et war 9]

o], o] 21 gk A St E A A ] ¥3Fe] N-E S o} M €l 3} (acetylation) 2/HE =
kS obv] =3} (amidation) & = 9l oL}, 5 3| o] of] A gt A = gFi=1)
2 o] o], N-BEe T B Fel e sl op] wu g
olmlahiz Aoz, opnlw whdke] g, iz Hud e 22 E 17, 271, 37K,
470,570, 670,770, 870, 071, = 107) o] o] o] wal7hA) E iz A 5
orh. kel Wl 2w el Fe 9ol 91X e Nww] ¥3he 4

o, ool Al A =t

g A /‘1 oA mE 7he] 7= a7k glod, oo ihE e AT B

"g et Ao tf gk WAl A A Aol Al VS E aa
A E2o|a, g ax B §3auE Oﬂ(@ﬂﬂﬂl’z}ﬂ

&9 ofst2 0 % 318 7hs 3t ), = ol o] EvistE o] dHE &
E3ete Mol A8k wheha] YAl Aol Em A s g g

o} fuof Aty el 71 A HE& 1 54 94, 1 54 §vigte, 1
A o] EX gl R % nlartx 2 2 gHr) o) s < FEl= o & Eof
51

=
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74241 7] 31, o] & %3} Lyso-Gb3 2 4ol ub2 2 8
Q
[e}

Lyso-Gb3(Globotriaosylsphingosin)i= Gb3(globotriaosylceramide) ] E-o}4! 3} %
& ¥ &, Lyso-Gb3 3= Gb37} T B2} 8 ol A % %<l
Aoz dEA gon, ole] 5L AN oRH AYHF A

% glek,

of, "A1 7 ¥ F(neuropathy)"-= A A Aol 7|54 ol = ¥4
W& ol ko), 1 Rlel upe} vl A 417 ¥ F(arsenical
) Al % (diabetic neuropathy), 31 @4d 417 ¥ Z:(ischemic
neuropathy), &= WA Al 74 ¥ F-(traumatic neuropathy) 2.2 - € 4= 9l T},
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[282]

o5 4] alo] o8] AFHE = A e ohek,

Ao 1. &9 ZFEA T A]-Fe § 892 (a-galactesidase-Fe) 2] A &t

B g 2152 HE & (anti-parallel) o] A o] x| 5514 a4 5 E gk ¢t
A EATHA-Fe 83 a4 (o}, a4 §aid s £-85 o
A7) fl8l, A3 eab-Zb el E A THA| (alpha-galactosidase) ©F % 7

1 il 2EH IHLHE DS FAA oA sstar
o

TE5H 842§ ME F Fe P Aol AL ndha} N-2 2] 22 8}
91 (N-glycosylation site)E A 718F7] #138to] 79| 5ol 2 Wo] PCRV| W&
o] &3}t

FAAo® ALNE 12 9] Zeho v 2 o] fafo] A 5 ghol Tol o= Fe
A (MU e 2 A opr =l A S T EA 0 R AL, A EH T

3,49] Zelo]w & o] gate] N-Ze] LA 87} o] Fo] 23z Fe 9 o o] 7147
obu] i akol of 2 ute}71 S FFEY 0 2 X Fat gl )

[3£1]

o] (Mutagenesis) Flo|n]

Zejoln| A Mg
bk
Fe(SEPYF 15"~ CIGGOGGTGRCGGATCGCCACCATRCCCAGCACCTGAGTICCT-3' 1
Fe(S2P) R 15"~ AGGAACTCAGGTGCTGOGCATGGTGGCCATCOGCCACTRLCAG-3' 2
FetN710) F 5"~ AGCCGOGGGAGGAGCAGTICCAAAGLACGTACCOTGIGGTCAG-3! 3
FeN7IQ)_R 15" - CIGACCACACGETACGIGCTTIGGAACTGCTCCTCCCOLOGLT-3" 4

A dut ZEEAUA-Fe §ddWMA S 395 Sl w2 QEHEE
e W B Q1 XOGCH Bl of] A $ta A E o] &3t 4] 315 v BamHIF} Xhol 2]
AdarE S ZEEATA Y Fe A F2EH oS W F JEX b=
Asta ot g7 Atasr s Ze7 Ao 2 EAYA-FE T3
AgtaArZ Zel 7 X0GCH B of] Al dle] &hut Zhe E A thA|-Fe g 3eh A 8
W st W E & AT dut ZEEAUA| = WA S 28T FeYd 9ol
olFAE PA T ] vkE Y o|FA & F A5 H

ot ZHE E AU A-Feo] DNA 2 vhild A& 517 3% 29 @}, 817] 3% 29
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GlA Ao UEFS AT ME S, HE= ofu|wito] X3ty HH-& 183
oldel A= ¥ A E e
[283]
[284] [3E2]
Name Mg Agd
=z
ot DHA ATGCAGCTGA GGAACCCAGA ACTACATCTG GGCTGCGCGC TTGCGCITCG | 12
Y EA|CHA CTTCCTGGOC CTCGTTICCT GGGACATCCC TGGGGCTAGA GCACTGGACA
-Fc ATGGATTGGC AAGGACGCCT ACCATGGGCT GRCTGCACTG GGAGCGCTTC

ATGTGCAACC TTGACTGCCA GGAAGAGCCA GATTCCTGCA TCAGTGAGAA
GCTCTTCATG GAGATGGCAG AGCTCATGGT CTCAGAAGGC TGGAAGGATG
CAGGTTATGA GTACCTCTGC ATTGATGACT GTTGGATGGC TCCCCAAAGA
GATTCAGAAG GCAGACTTCA GGCAGACCCT CAGCGCTTTC CTCATGGGAT
TCGCCAGCTA GCTAATTATG TTCACAGCAA AGGACTGAAG CTAGGGATTT
ATGCAGATGT TGGAAATAAA ACCTGCGCAG GCTTCCCTGG GAGTTTTGGA
TACTACGACA TTGATGUCCA GACCTTTGCT GACTGGGRAG TAGATCTGCT
AAGATTTGAT GGTTGTTACT GTGACAGTTT GGAAAATTTG GCAGATGGTT
ATLAGCACAT GTCCTTGGCC CTGAATAGGA CTGGCAGAAG CATTGTGTAC
TCCTGTGAGT GGCCTCTTTA TATGTGGCCC TTTCAARAGC CCAATTATAC
AGAAATCCGA CAGTACTGCA ATCACTGGCG AAATTTTGCT GACATTGATG
ATTCCTGGAA ALGTATAAAG AGTATCTTGG ACTGGACATC TTTTAACCAG
GAGAGAATTG TTGATGTTGC TGGACCAGGR GGTTGGAATG ACCCAGATAT
GTTAGTGATT GGCAACTTTG GCCTCAGCTG GAATCAGCAL GTAACTCAGA
TGGCCCTCTG GGCTATCATG GCTGCTCCTT TATTCATGTC TAATGACCTC
CGACACATCA GCCCTCAAGC CAAAGCTCTC CTTCAGGATA AGGACGTAAT
TGCCATCAAT CAGGACCCCT TGGGCAAGCA AGGRTACCAG CTTAGACAGG

GAGACAACTT TGAAGTGTGG GAACGACCTC TCTCAGGCTT AGCCTGGGCT
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[285] GTAGCTATGA TAAACCGGCA GRAGATTGGT GRACCTCGCT CTTATACCAT
CRCAGTTGCT TCCCTGGGTA AAGGAGTGGC CTGTAATCCT GCCTGCTTCA
TCACACAGCT CCTCCCTGTG AMAAGGAAGC TAGGGTTCTA TGAATGGACT
TCAAGGTTAL GAAGTCACAT AAATCCCACA GGCACTGTTT TGCTTCAGCT
AGABAATACA ATGCAGATGT CATTAMMAGE CTTACTIGRC GOCGRAGGIT
CAGGTGGTGG TEGCTCTGOC GRTGOAGGOT COGRLGGAGE CGGCTCTE0A
GGACGOGECT COGOTGOG0G AGGTAGLCA CCATGOCCAG CACCTGAGTT
CCTGGGGGGA CCATCAGTCT TCCTGTTCCC CCCAAMCCC AAGGACACCC
TCATGATCTC CCGGACCCCT GAGGTCACAT GCGTGGTGGT GGACGTGAGC
CAGGAAGACC CTGAGGTCCA GTTCAACTGG TACGTGGACH GCGTGGAGGRT
GUATAATGCC AAGACAARGC CGUGGGAGGA GCAGTTCCAA 4GCACGTACC
GTGTGETCAG CGTCCTCACC GTCCTGCACC AGGACTGRCT GAATGGCAAG
GAGTACAAGT GCAAGGTCTC CAACAAAGGC CTCCCATCCT CCATCGAGA&
AACCATCTCC AAAGCCAAAG GGCAGCCCCG AGAACCACAG GTGTACACCC
TGCCCCCATC CCAGGAGGAG ATGACCAAGA ACCAGGTCAG CCTGACCTGC
CTGGTCAAAG GCTTCTATCC CAGCGACATC GCCGTGGART GGGAGAGCAA
TGAGCAGCCE GAGAACAACT ACAAGACCAC GCCTCCCRTG CTGRACTCOG
ACGGCTCCIT CTTCCTCTAC AGCAGGCTAA CCGTGGACAA GAGCAGRTGG
CAGGAGGGGA ACGTCTTCTC ATGCTCCGTG ATGCATGAGG CTCTGCACAA

CCACTACACG CAGAAGAGCC TCTCCCTGTC TCTGGGTAAL TGA

Ciudal | MOLRNPELHL GCALALEFLA LVSYDIPGAR ALDNGLARTP THGWLHWERF | 13
MCNLDCQEEP DSCISEKLFH EMAELMVSEG WKDAGYEYLC IDDCWMAPQR
DSEGRLOQADF QRFPHGIRQL ANYVHSKGLK LGIVADVGNK TCAGFPGSFG

YYDIDAQTFA DWGVDLLEFD GCYCDSLENL ADGYEHMSLA INRTGRSIVY
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[286]

[287]
[288]

[289]
[290]

[291]

[292]

[293]
[294]

[295]
[296]

SCEWPLYMWP FQEFNYTEIR OYCHHWENFA DIDDSWESIK SILDWTSFHQ
ERIVDVAGPG GUNDPDMLVI GNFGLSWNOQQ VTOHALWAIM AAPLFMSNIL
RHISPOAKAL LQDEDVIAIN QDPLGEQGYQ LRQGDHFEVW ERPLSGLAWA
VAMINRQEIG GPESYTIAVA SLGKGVACHNP ACFITQLLPY KEKLGFYEWT
SRLESHINPT GTVLLOLENT MOMSLEDLLG GRASGGARS: GHRSGGGGSr
GGGSGEEESP PCPAPEFLGG PSYFLEPPEP EDTLMISRTP EPTCVVVDVS
QEDPEVQFNY YVDGVEVHNA KTEPREEQFQ STYRVVSVLT VLHOQDWLHGK
EYKCKYSNEG LPSSIEKTIS KAKGQPREPQ WYTLPPSQEE MTENQVSLTC
LVKGFYPSDI AYEWESNGQP ENNYKTTPFY LDSDGSFFLY SRLTVDKSEW

QEGNYFSC3V MHEALHNHYT QKSLSLSLGK

871 A el Az 54 gdEyE Td HEHE Ao ZEEAI A
-Fe2 Wrgstltt,

A A4 2: o3l ZH E A YA -Fe § 39 A (g-galactosidase-Fc) 2] A A W (in
vivo) A AW = 7] X g3

Lyso-Gb;9] &4 o0& 535 2 %l-:_ ¥ g\ SR B 1 T S ] B R |

2754 Aelel T g ¥y o] Ea el B3 215
948 theat ol 4 sk,

At ZHeE EATHA| f- A 2} A S v~ (a-Gal A KO, Jackson laboratory Stock
No. 003535)°l| 4] &3} ZHe E AT} A-Fe -5 3H e A (a-galactosidase-Fc) 2] 5§ o]
w2 214 ¥ F(neuropathy) X 2 &35 H787| 9l8fe] nfg-A~E 51502
v 3 AR A 15 oA E mh$-2x(wild type, n=6)1= &3} ZHel E A UL A-Fe
g o] RHAAE FolstlaL, FHA TLF - E = dup e EATHA
A} A vhe-22(n=7) A P2, T155-2: 4 ZdEEA A -Fe g3 d A
A Fof, 1F-3: oA Al W EF 1.0 mg/kg 2F 13], AW 5oy, T&F-4:

b 2 EAI A -Fe 394 1.0 mgkg Q7 13], 9 &FF9), 155 o}
g EAGA-Fe § 39 -d 2.0 mg/kg (457 18], H3}5-¢])o] i)

Wz A2 27 IS 98, rhesel A Fof 7 Le)a Kol F 1279} Ko
22050l Z+Z} D3 H| A~ E(hot plate test) S X Y slo] 22k MAAHEE
AL IT) ol B s5oce] LER 24 W Qv A4 Fel AT (glass
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cylinder) Woll 91X A A wh-9-29] &g Faaar, Sdo] Aol A
ol A 71 7HA] o] ’Whg A ZHEHE AIRhE A4 A

-1 A9, o} 7@@/«]1:}14] F AR A vpg- 2= of A F whg-2aof) v Eo],
A3 HAEA #3523 o X (threshold latency) S Y ER ST}, &3
Zre EAITHA-Fe §3d il A dhigfo] Al 28 A)] o 2ot 2 o} ZEA| ThA] v E}

Ol o] sk o A B ek e S, o Ak A e
FEENAL W E o] g npg o) M= 8 X7} oplE A 9] 5
A0 DA FEO R F oo ShobA AL FAALTE 1)

i3

o o ok 12
48

m[o 10

200l 2 F(lumbar spine)ZFE] 77+ A7 M 3£ 2] A A A EA 7}
= HH + 2174 "4 (dorsal root ganglion, DRG)< toluidine blue = 3 2 8} 31
Aato] ehop ZrE EAITA-Fe g3 vhA o] A AW F

glo1A H7tah s,

=

LD

wm

=
rle

-
>,
i)
1o,

S A= dYEA 24 (one-way ANOVA) (* ~ **p<0.05 ~ 0.001)
T 4 “d (unpaired T test) (11p<0.01) A8 F3J A (220 2
Folel BA A Q1 o4 & vl ulsk Tt
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