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BHEZ., ®iERE SHFE. LolF. LUE

BE— SOV LROBEEICHT M %
B BERANEEE¥LE 51 BAL. XF. 10,
2006. ‘
BERZE BHFZE. LXE— SEEE. /A,
NFH—BR. EBEEZ. IHEE—ER, #kEz.
HEXZ. BHIV M- RIBEBETE
RETIANVYy ROVEEORS. BAAS
BEFERE S1EKXRE. KF. 10, 2006.

RER X, BRAZE DHEBE—R. #A52.
HNEZ. G TV R— 2EFT Y
AHEEEBREOREN. S R2EEES 1YY
— LB S. FHHE. 11.2006.
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AlEs 4

B4 BREMARMDS (23 0REN¥HRESR)
DTHEPIREREE

BHSU h ¥ —ERETERBITEEFIN Y ABEEHEREICET 2%

TEBIREE . HE XT BRAREMEEFEIELC Y58

MAEEE

DHPLCERBEFHINIC L OF - ABEOHHERERE L=, pH T K
PE—EBEFREETIVITIAMIBNT, MEYERTFSAETKO ) B
BEBITNIEZA NV RAEEOREZBNELE, ThS5DYFFIREE, S
AN % XOUNOEV (N-F 7 FI4-TELNYITFI ) #ELFR0IC T
ARBWTHHEN TV, #MASTFEBIEER P TH S,

A. BIEHEE

GuiH T )F R=2 AT/ TB5IHNN
RO VEEREO =D OERBHFEEL T,
DHPLCEWR X BB-HF 7 h ¥ — P RETFLEER
MBLOCET NI AWEEMBEE I Loy
RO HRIZDNTRETL 7=,

B. BI¥EA¥®
L. DHPLCER L BBH T b3 ¥ —VHETEE
i

4 NDRH 57 k& —ERIBSE B & Bk KBS
MFMREB I 2B SHIH LY 7 ADNA
ZR V. WAVE fragmentf##7 3 X 7 /s (Transgenomic
#) %AV /2DHPLC (denaturing high performance
liquid chromatography) T =1T-o7/c. TEREEH AL
tddirect sequencingiC K D BEFEEZHEL /-,
2.XA 7 OF LA BB

EE. B-HSI hIF—VEBETFXRE. R01CE
BYUAKRMEEL ORNAZHIBEL. <1707
LA BT )V X F Sentrix mouse-6 expression
beadchipZ V372, Ingenuity/N A7 =1 &tV 7 b
77 (ver3.0) ZRHWEBITET- 7,
3ABHALE

JVFZAETy MTXOITAFERZY R ZERL -,

Gy HiTrk. H1U B{bTrk. HiBip/Grp78Fifk%
AW EENAREETo 2.

C. WIE#RE

WAVE fragmentf#47 > 2 7 L\ % i LW/=DHPLCEEIT
LXDBEBBRZETN., ABEOHEBETER
(E131K. W273R. D448V, W582X) 3 LTNEE4A
ZE (R49C. Y270D. H281Y) ZFEL /=,
EETTRERAT I M F—ERIBT™Y 2K
REXOHEHLZRNAZREWS A 707 L1 RIE
B ETo R, EHEN®A. MNAKIX ML X
WE, TRE—2 R, BIEA ML R, RECEET
SEGTROBRENEAICERLTWE, AT
TR OFER. R XITHB VY TBip/Grp78.
PERK. IREl. CHOPDHE I L&, TRAF2. INKA.
Bl 2DHEBE T2 E/NBHEZ ML ZRES T F L
DEEVEIDSN=, 51T, MEBRORBLE
DR, NEED v RO > 53 FBip/Grp78EHE ©
RANKBET U A MEHBANTERICAEL. -
R201CEBR Y 7 A D Bip/Grp78DFERM 7 I /1)1
¥ NOUNOEVIZE DRl N Tz, —K., 9
RigB-HoU h ¥ —FRIEBT T ZAKMEZICB N
TEETTRAICHEN) CBITKkEAE DO EERH
HuERE SN, 20 U BTkOFKES
NOEVEER201CY U AWM THE TN T,

D. EE

MEEEEERENL U -DHPLCHEIL L BB-H 57 b ¥
—EPEETFEEENCLOH LI 4BEOHEEE
TFREEERELE. ZOFBEREBTHT ANOEV
DREABERTFTH 2. Tk, BEIN TN Bp-
AU F—EREFERD D ENOEVIIRHE

- 11 -



ERo TWRWERERIT DN THEEHERFTLT
n3,

INETC AT AT R— ZHREERICHE
BTAH0THESL T, BRXERTEEESTF
VOBEERWELTE R, SEER. 1707
LA BRI O RRN BT eT> o, &R,
INBEZ NV AEEDFENR-H T 2 F—EXR
BT AMIZBNTED 5N, AEHALEDOK
B, MNIEA NV ZARERESF Yy RO THD
Bip/Grp89E HE D FRIMMN KIB< T A MM T
FELTWBZERN Mo, Eix, R201ICT T X
D Bip/Grp78 D FEHRIINOEVER 1T L DM = Nz,
INSOFBETNEEZ NV ARE S T TV EE
PHEEICEET A I L2 RBT 5. 9%, GuE
MBI ER I TREMRNOS T FIVEEIIDNT
KOS EIT O I EIED. G-t > 7 UA
PRI ZHBEHOSTFREOMRP L TNIINT
BEHINNyXOCOMBRESHNITSHI L%
EZTWE,

E. ®5#&

HFHA S/ bV —FPHEETEEEREL .
GuHI > 7 VF Y R— Z@BEEM ETiks 7L
BERIO/NEEZ L AREOREFTEDBESE
R L7

F. BFEEZE

wWUFHEE

1. Iwasaki H, Watanabe H, lida M, Ogawa S, Tabe M,
Higaki K, Nanba E, Suzuki Y: Fibroblast screening
for chaperone therapy in 3-galactosidosis. Brain Dev
28: 482-486, 2006.

RSt WIETLE. Bahnudin U: BETFZH
DEE. NERZE 69 1 16211626, 2006

N

HEoFER
1. SRFE BETE. AEE—ER. HREZ.
BT G oMUY R— 2 2AmEEY

(WX}

G.

-12 -

KB ATk AEOBERY. H20E QAEMZE
BleEXRe, =Z#. 7,2006.

Takamura A, Higaki K, Matsuda J, Suzuki Y, Nanba
E. Impairment of Trk signaling in Gy~
gangliosidosis mice brains. The 10th International
Congress of Inborn Errors of Metabolis, Makuhari,
Japan, 9, 2006.

Higaki K, Takamura A, Matsuda J, Ogawa S, lida M,
Iwasaki H, Suzuki Y, Nanba E. Analysis of the

effect of chemical chaperone on human mutant f3-
galactosidase expressing mouse cells. The 10th
International Congress of Inborn Errors of Metabolis,
Makuhari, Japan, 9, 2006.

Sawada T, Tanaka A, Seto T, Maeda M, Jikihara I,
Yamaguchi E, Matsuda J, Nanba E, Yamano T. Cell
therapy for the brain involvment in lysosomal

storage disease. The 10th International Congress of
Inborn Errors of Metabolis, Makuhari, Japan, 9,
2006. .
BERE GRFHE. URE— REER. /A
NH—ER, BiFGz. WHE—FR, SAREZ.
PR AT M —FRBEBETE
BLyIh)livyRUOVEEORS. B51EH
FNEBREERKRE. KT, 10, 2006.

BHE. HYdTa. giHEER. ERFAR.
WEf ., HWHE-R, BRER S5E ¥
BH_., RERE, BREE LORTF. LEF
fH—: T4V~ LROMFEICRT 5%
%, ESIE BEANEERES RS, KT, 10,
2006.
BHRMET. BERE BRLE KEEE.
IIR—ER, Bz, EE—F. kB2,
HEE " G A TVT T R—2RATHT S
TIAIN Y RO REDONTEN. B12EH
ETA V- LRHFFER. BE. 11,2006

AN EREOHE - R&RH
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AE 4

BAKBHNEFARFADES (225 DRENEHFAEE)
HEPRERESE

B-galactosidaseZE BT 7 X D NOE VIR D fikk 5 B LB BT

SEPRE FE R EIDEW - SRS —-REWER - =25

HRER

B-galactosidase RIEY 7 A & hERBR201CEBETFHEAL 2T T X (KO/TgT ™ R)
DN-octyl-4-epi-f-valienamine (NOEVYIEEIZ L AR FEENBFT 2T o7, TOEE,. 3
2BED 5B OKOMgY T AT, BER THEMEOIEEERETEIAERIN,
BHONRBEENEER R 220, FEOETRMA TV AERIC S > /-, MEHED
AAEHELOYEELD BHEHBOEHBEENFHL TLEHDEEX 517/, NOEV
BREICLDEMER EEZ SN WEENE(LIZEN - -,

A. BIEEN
P-galactosidase KT U X (KOXTR) Ik hE
BHR0ICEEETFEALLTYTUR (KOTgR Y

A ) T N-octyl4-epi-B-valienamine (NOEV)Z &5 L |

TOREDREBIEAZHEREENICRS L. &
IR EHEEBDT B,

B. BFEAHE

KO/Tg< 7 A32B M 569D 6L, BLUE
ERI3REE S4B IR D2, KOT U A31EEEM 539
BO3LZEFAWE, BEBRMEUESEFTRETL.

N T4 o OBEYEEEERL 2, BUYARE

HEZ:#, KB (luxor fast blue and cresyl violet) Zef&,

PASHAE, BodianfBHER L GFAPHIE, Hia
EFF HE,. FICOX25MRIC L 2 i/ %
o7z,

B 1.0mM NOEVEA/K., T8HEMB LT 16EM.
24 Zfr o 7=,

FEAM VA B 12 B & 11T V2 B Juxor fast blue

(LFB) BB OBE S EHMBOERE. £8H
HICEBRERICHEICL > TITo 72,
(REENORE) YHRIXRBYHREZEELOK

REHETITo 7=

C. HREMHERE
1. KO/Tg¥ U A DHFEREENE(

SEBEELZ0BE T, T TIAMEE. BE.
BR. M= X0 &R ICLFBB M ER 0O E
MASEIN. LML, KOYY AL TEE
HEN Sz, 69BE E3LAEBTIZ. 69EBOAN
LFBERMI AL <., MBICfHE-> TEFTL TS
N, KOWHNRTERTH S,

2. NOEVIREDKO/TgY U A DEEFRBENE(L

luxor fast blue[F IR % & 5 280 5 & M
D EITEEEKO/TgY 7 R S M RB(kidian
27,

3. NOEV BEI X 5%mEEL

BER<T U X T, 5l GRAP ik, Hlatr+F>
FUE. Hl COX2 AR X2 RBERBETE M-
7z Tl B FE. BRICHS A IFEZNEL
ITEMNo T2,

D. 8

KO/Tg¥ 7 A DFEHREEE. b NEEG,,
HAITVFIR-ZADERTHAHRICERES.
ARBIOBBERIEEZRBL TV,
NOEVIREDREENHFILESNAN - 22, #
fTHEDP Sz, T TIRENERINZBOBET
HU. BERFHEORTYENBLOXEL D b
FHEOEHEEZHFAL TWEbDEEZISNE,
SBRBREFHORFANBLETSH 3,

E/o. NOEVIC X 2 WBEMNEHVERIZEND D L&

- 13 -



BN, F. BIERE

L
E. ##
KO/Tg~¥ 7 A O RE MM ENOEVIZ L B G. AINMED HE - B&RKR
BEDREEREL . KO/TgY 7 ADNOEV 1.0mM 2L

T, BEFBEENUEESDIEL WA, EfTZE
MZABZERAETHIEEZSNL. T2, BIUE
HAELTORBENBLEETIRNWBDEEZ SN
7=,
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A& 4

B4EGBNERAEREDS (Z50BENEHEEY)
DEPFEH

BEFHSBIGyH > TVF T R—S ZEFNIIRCB T 5MELNREEOER

STHEBRE REEET ERERENAZEBESTLEL>Y— - ¥

mAEBNE

—/BRE. FHET EREEEHKERER

TEET ERERBUXREERE¥HAEL> S —

REE

BEREICTFHIRERT I &AM o7z,

b MOBEHIEEEREG, T > 7 VA R—3 ZOMIEET )L™ 2Tkt 5 mHE Sk
HEORFEZRS. WIOET. BEEELOHEZRITL. 2BOTTIIUR, ThAbbEE
B/ I7TMRURE, BEERICEERBE NS VA 2y IR IR R TEEEARTY Z &
HEEL7z, ZORER. WINOETINIU XS MEEOET L HICTHER I 7N T2 &
EWR LTz, KT, v RO ALBYINOEVEBRERT T AITROBELEET S, ZOFRERIOR

A. BIEEER

B—IZ, MNEHORENHREERFTH HEER
GuuHATIFL R—=2 ZAEFINIIRAER B EL
EHRENREERERETAIE. BT, ZO0A
BERAVWTINE TEBRNRIEERTELT I A
Wy ROVEEORBET IV I RIIBIT 2K
PMEERNTIE, D2HTH B,

B. MEA®

1. 8%

TTRBIALE 2BDGH T UF Y R=2 X
ETFNIUR (BEER/ v I 7T MR, BEHR

RWICEERBF NS VAP Z v IRIRA) ZHN,

EHEBERT YR EHBREL =,

2. MRENBRERE

LB - B, BEXES. REEHRZE1 1 0RE
EEOREEZO0 (E¥) »53 (BERE) 04
BREZAO7IZHELE. TNENOI T ZAO BN

BREEBRIT7RSVCFOEEAITA2EH L=,

3. Yy ROVHREER

2% RO {EEHYNOEV (N-octyl-4-epif-
valienamine) ZEHERETT NI U AICT RUTHEDO
5L, TOBKERZ LROMBRENTMEICL
DHEL.

4. REENOEE

YR BRNHOB YA ETELEEICET TV, B
FERIEBRERBI AR ERBYHESERRES
DEREE=.

C. PR

AR TEEICHEENR AT EE S EICHE
Lize EESUZXDHRAITIRE®BISr BETEIC
SKREMTHoRDIIHL, 2BOEBEFILTTX
W, TTICEB2- 47 ATEETTREN, &
MTHSDINAATNEFERICES B> T, D,
BEMTIIAZERS y ADSEOLENEL L,
EB#1Sr AR5 20& 2072, BREMT Y X34
7400 HICI22030FETER L=,
REVHNSRBLENOEVEORESICLD., %
AU EBREHEERESHEOBMIIBATTHED
ENHB L, NOEVERSIT I X TIRER LS
T e ROVHEND D EHELE,

D. £

SEFL<HAREL ZHEENREERICXD, Gy
HTNFL RS ZAEFINITRICHKET 2 uE
FOEEECETHEEZEENEENICIMMTtES =
EDRGMolz., TORBEERINETRASNTE
EREREICXS%E - B2 EOKIMEEETET
<, & - REE WS EGRETHOB(LEF

- 15 -



BTAHETHBELENEREDNDD, LhLdAE
HEETHD . BHRZREZEZEDT. BB
REEZRTTED, SBUOZDEREETILTY
ADHE - HECAVWSND I E2HFT S,
INETHIANS Y RO VEEOERHEICH
BE. LEN. MEFENAECIODRZHELT
EN, SBEIOREREICXD. BHYLITO
BERDRETERICIET A ENTESLTHS D,
EE, SEOFHERTEHIVAEORS L
NOEVIRREDRE, ETEFHIT 2 &Noh
o, SBRESE. BEAEREORRE. LB
EOWREICHIT 2 EBRE ML=,

E. &%
FRBEERET IV T A DH L WAEEEN %
ERELE. Gl 2T UF T R—ARXBTHE
TNERICEIVDZOHLEHERRA L/, SBE<D
BERETIVITAKEANAETH 5. HiT, B
FEERREFOTIAINT Y RO VEEOEYERICE

FAEZSVIEELTHERTOD I EZRLE,

F. BREREZ
S

1. Ichinomiya S, Watanabe H, Maruyama K, Toda H,
Iwasaki H, Kurosawa M, Matsuda J, Suzuki Y:
Neurological assessment of Gy -gangliosidosis

model mice. Brain Dev 29: 210216, 2007.

FRRE
Suzuki Y, Ichinomiya, S, Maruyama K, Toda H,
Watanabe H, Iwasaki H, Kurosawa M, Matsuda J:

O 4

Mouse neurology: neurological assessment of Gy~
gangliosidosis model mice. 35th Annual Meeting of
the Child Neurology Society Meeting, Pittsburgh, 10.
18-21. 2006.

—/ BEH, MEOREE, REER, Ll
¥, FHET, sREz, BEEKTF HHE
. MIF—R, #KEZ >y OVEEE
= VT DD DT AR LR A E D
. E12ES1Y YV —LRHES, X,
11. 24-25. 2006.

W

G. ANEREOHE - B&
L
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E4& 3 BNEHARMNS (223 0RENEHRER)
DERRRESE

I—=2 2 WITHT BT I AN v RO EEOESR

TERRE KEHE BRREESEE - g
BRBNIE —EnH. EW. FLEE BIR¥EESR

MAEE

T—=2 om0 NI L TS ¥ — RO BEFERICLE SV Y — LABTH
b BADHEOEKIE., I— 2 WM TENF I v ROVERERITIIETH .
TR 16 B, 7)) I — ZBEME N-octylfvalienamime (NOV) 2%, B-Glu F213] BEMAEICK
U TEESRIE 189 2N R (enzyme enhancement activity: EEA)ERT ZEM S, T DRFVEER-
Glu KH LTy RO &L TH< WREMEZ8E L7 (Lin H, et al., Biochim Biophys Acta
2004), 1718 FEEIINT. I— 2 o FBEHELEHESEMRB IR Ccos B TORER
ZRAWT, NOVIRRETHRGlu BREEAI Y-~ L, FOKEE, NOV I F2131 Bl
#MIT N188S. N370S. G202R KKK L THZITH S T &, G193W, L444P, D409H 125 L TITE
NTHDHILEEHASMIT LI (Lei K, et al. Biochim Biophys Acta 2007 in press). =1 5 K535l
RV TOERERIZ. NOVIB-COBEL OFREICHL T vy RO & L TE< mEE

MERELTND,

A. BFEEN
SAV—LWDEVIEIEEMAKNBEZRD X
BICE->THIE. ARZEL S, Fabry HmD
RERERZRaH T =Y DHIBEDERMED,
A0 b—ABLVEOELEIT X > TEMLEN
BZEERWELE, ZOERBEREAERPHRD
FHETHEHREETHBM, 57 b—2AEUKOE
FETFTHEADN Yy RO ELTHE, BEHERE
FET2H0EFEINE. 20T EE. 358D
FEBREAER. THOBETHZ /N aEkL I
CEBTHARLET. BEOBETHE 1Y/ —

LAZEERNAETIIAMENTLED I &, 51T,
NFAROVEANWTARERERLG Z2EHELL.

SAVY—LDEBEREEEEES I EEEERL
T3, $#RBZBLHEHIOBRZSFI vRO>
BIELHLEL TS, HF Ty RO OBERFEEE
78 %) & (enzyme enhancement activity: EEA) & 1. 3,
BRENTHRLS, £ TWaicEyzRs L
EEEREEAEMEIE IR EERINS,

B4, ARBZREEB TR N O ¥ —F@B-
GlWIZH T 2HEFEFID EEA Z AT ) —Z2 5L,

TN 3—ZEHE (N-octyl-B-valienamine, NOV) 2t
F2131 BEB-Glu KM LT EEA 2D &5 BHL
7z (Lin H, et al., Biochem Biophys Acta 2004) . Z<HF
2D B F2131 LM IC NOV N EZ T 5p-Glu
BRENEETOINEINEZHOARTEIETH 3,
TOBMORED, BAOEREROIT - opRE
Bk R ERAEFMRB L cCoSHIaTORE % %
AWT, NOVDEEA Z X7 ) —Z>F L7z,

B. I A E
1. £ bEERHEFHBTO NOV O RO R
EEANEEMBEENTI - o FBRE e o &
$ (F213I/F2131, N370S/84GG, G202R/L444P, N188S/
G193W, N370S/N370S [DMN00.41, DMN87.30],
nt1447del20insTG/L444P, nt1447del20insTG/?,
D409H/?) = WT. NOV O EEA Z#& L7,
2. COSHIFERIATOD NOV DR DS
COS MIMIC FlagHE#@B-Glu (wildtype BL U 6
BEOE R N18SS, G193W, G202R, F2131, N370S,
L444P) = —BYICFEE I, i Flag Filk B IE
EYFOBREETEEL =,

- 17 -



754
© F2131/F2131
< 50- O G202R/t.444P
5 ® N188S/G193W
g £ N370S/N370S (DMN0O.41}
o " A N3708/N370S (DMNS7.30)
g 254
2
E
2
> 0
B
k5
w
& o254 & DAOSH/Unknown
Y A N370S/84GG
T nt1447dei20insTG/unknown
oA W 11447dei20insTG/L444P
0 8 7 6 5
-Log M NOV
b F2131/F213! 36202R/L444P N188S/G193W
3 3
2 2
1 1
controt :
0 ol

N370S/N370S  N370S/84GG
(DMNS7.30)

3 3 3
2. 2 2

1 1 1 * % %
o 6 Nt |

D40SH/unknown L 444P/L444P L444P/RecNcit
3 : 3

4-methylumbelliferone (nimole/h)

- n w
Ny

1 1

0 gl Gr—n—.‘.—-n

[TInone 2 NOV EE NN-DNJ I NOV:NN-DNJ

1 EFEBBEFHETONOV OPE a &
MilEE NOVEET T4 HEEEL, 11
moOBEEEEERE L. BRI NOVIEHT
HolzbD, TREIENTHIZHDERT. b.
LHif%E NOV £/ NNDNJ FET THE#EL.
EERFICEEEMA TR-GluEEEZRIE L /2.

C. FIERRE

1. b FEBHRESFHRTO NOV DR

£l %E NOVEETF T4 AMEEL. S1+—
hhOBEREEEZRAELZEZA, NOV I
F2131/F2131, G202R/L444P, N188S/G193W,
N370S/N370S DEEZFOMBEIII L TENTH
S7=DIR L. N3705/84GG,
nt1447del20insTG/L444P, nt1447del20insTG/?,
D409H/? DEEZFOMBITH L THEHZ -7
(B 1a). Scripps Institute @ Dr. Kelly D7 )V —7

. N370S, G202R EBAITH L T NN-DNJT (N-
nonyl-deoxynojirimycin)23 > ¥ X > &L TEHEZT
HBIEEFRELTWA DT, NOV % NN-DNJ D
EEA 2L/ 2 A, R UEE T NOV I NN-
DNJXDdBEWHRZEZRLZ (B1b).

2. COSHMIREFERRTO NOV DFhE

COS MIMZIC Flag4Z#p-Glu = —BEICEEIE.
NOV THLEEL /=, N188S. N370S. G202R BEMHE
TIX. NOV 351 Flag Pk 2B LG EEY R O BERTE
WA BEMI®2M, G193W, L444P, D409H 12 L T
WREDE oo, BREEOHEMEIZESEEOHENE
o TV 2),

D. EE

b b EERMESFIE & COS HIERE R TOD NOV
OHBEOERERIBBDR—FHLTBD. NoV i
N188S. F213[. N370S. G202R D&EEEIIHML T
By RO ELTEDTHSH. G193W, L444P,
D409H ICH U T | TH 5. N188S. F213L
N370S. G202R WAEERE= B D R A > M ITAL
BT A5DICH LT, G193W, L444P, D409H L7 D {th,
DRAA RN EBET D, ZORKEEIRE->T. 73/
BERENEAAMIZMAET 5 ZENNOVIZE
PEEBRLENDBESHTH S I LERET 5,
NOV A7z < & BIEEMM L~V THE NN-DNJ £
DHIBWEEA ZBLTHED., I—T zRmIIMNT 3
DTy RO ELTEINERETH S,

B-Glu /w777 YU AB-GluKOWERE 48 I
FLIRICETT 5. HE. F2130 p-Glu ZEAL &
M ORPIZY IR TRAEERP T, TNNTE
KE B-GluKO/F2131 p-Glu TG ¥ T A Z{ERL
NOV @ invivo TORERET A FETH 5,

E. &%

NOV HBGlu BEKIIHT H0F vy RO &
LT, FOHEICTZERENH D, N188S.
F2131. N370S. G202R O&EERIHLTHENT
H B, G193W, L444P, D40SH IZII | T H 5.
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s, mock wto o, N188S G193W
3 e ) d
z 00d TR
=)

2 10 .

ESN 50

52

G

oLz

23 |o aes

D0

2% Tg031 31w 0631 3 10

003 1

3 ¢ 0Oe3 1 210 2031 3 mw 4631 310
5 G202R F213l N370S L444pP
S 3
4
%10 10 101 0
N .
32 N
S ’ : .
5 * O hd 5 4]
S p P N 1
== 902 21 0031 3 10 0031 3 10 2031 31

0031 3 10

903 1

NOV (uM)

K2 COSHIRHEEAZTONOV DR, COS W
FIT FlagHE@BR-Glu # —@HEIEHT ¥, NOV
TUBLU 72, Flag FUERBEILEEY T OBEERE
HEBEL. Flagf-Glu DRBEEZFITL -,

-19 -

F. BIERZE
WLFERE

1. Lei K, Ninomiya H, Suzuki M, Inoue T, Sawa M,
Iida M, Ida H, Eto Y, Ogawa S, Ohno K. and Suzuki
Y. (2007) Enzyme enhancement activity of N-octyl-
beta-valienamine on beta-glucosidase mutants
associated with Gaucher disease. Biochim. Biophys.

Acta. in press.

Ohno K, Lei K, Luan Z, Inoue T, Ninomiva H,
Nanba E, Suzuki Y. Activity of N-octyl-beta—
valienamine for B-glucosidase mutants associated
10th
Neurology Congress, Montreal (Canada). 6. 11-186,
2006.

with Gaucher disease. International Child
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Al 4

BENBHNERAERRYS (ZZ50REHAED)
SERARES

BARAT— o JmORERE S FRICHT 2%

THEPEE ERER FAEEESERKE - EE

HREE

DIZFLWRREORENBEELEZ 5N 5,

AEAT -2 21 0 CHIOBERMEETRICDOVTRELZ. 8 6 HAINKREESITI TS
D. D56 8HIMAEFEL TWiz, KEEF2 0FIELHAELTLTWE, ZOATHREDNEID
BOLNDEEZIONDNRUEMRERTII2 8 %, BAMMEETIE? 6 ¥OEERTH
D, MREI -2 HmICHTA2RERBERTAERVWA RN ST, By ROVEEES

A. BIEEER

I— o RBERERBIBWTEEEOBNE
BTHA, Tiabb. 18 GEmER) 28 (8%
MRE) . 3% (EaE®EgE) 03 D0EEKE
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