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B EREZEIBEMBEIANTF-OBRBIRERILDIZD OHSE
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VITINVEBEESERBR—WEZNENT ~

mHEREE W —=
() ENCRM - PEEENITIE O & — TSR BORRTZEE - A&

MAEE
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BRI TYINEBEREG D X THEIHHERDOZE L WEEDNRD 5Nz, £z, m{bah OEYE)
BOBHRANZE IRV, MFIRZOIABREEZRT 2R L.
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%, MK TITEGEHAKRI FNF—
HIBM): AT, 1 A5 1)) - KE -
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THIE, QST IHZRBEDN BN &,
OFRIET 5 L EFEDE WA TREITHT A
BELRHETHOER THL I &, @OFDE
BTHBIENS. BEFETBRIZE SN
5B BRABHMISNEEN TN D,
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LBEETHD, HIBM EE—EETHD
& (Neurology 2002), BEFEFKM. MK T
B T7IWVEBENEDL TS Z &, BEME
TRENDES T UIMBIT T T IIVEBEOHREIZ
FOBETES Z & (J Biol Chem 2004) %
RLUTERZ, 3612, HATUDTERESRED
EFIL I ZADESIZHRII L 72 (Hum Mole
Genet 2007),

Z DO AV, 20 JH iR LRI B8 5 OIUHE
THE T 2R U, 30 B LARE I B 2RI
BRINSTHRENTOEAKLER. K.
N=F7 304 REFOKRLY O NNIED
ERZRL. 40 BB LRI EH AKEREIC
SIEEIINS2BCEBZEROER EBEEL
T, BB OIENCERRIETZERT,
2009 17, B4 W IFAER D DMRV Y7 A T,
DT INVEBOZEORMBARERENE TR L
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5 EICED,. TOXTADIF)INF—F
FEEZRICTFHITBHIEZ, MEL (Nat
Med 2009), L)L 72AY5, DMRV 1345 1H#
EEOEEN DB ERFBIE TH S0,

BHORERMZEIIRETH S, £z, F
ER. LEMEHM TRBITHITREES 2D
2%, EROEERAARAEBEZEDOEETIL

HETEEEZRERSINTLED. DED,
DMRV BEADBEEE 2 DI, BED T
M0 Tz, IANF—ERE M EE
SELZONEHWMATZIBEFENDHEELRS,
FOBBEERFEO-D, RAVILHE. 3T
FEHAE L 72 DMRV X I AND T 7 VB 5 %

srz. DT INVERGICED—EDI A/INTF
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SNEEOEHEENAEOREVRLIZELSE
YT ANDT A—TD0, EEFI
00— 2B WTHIEBRE S DK TNER
OHENTLED, FITC, —VEEE, B
YA TOEHFHEEOEKT 252730, EE
B/ E B A R E AL L.
7=, WEERED, EEERIL T IV (N-7tF)b
45328 : NeuAe) EHEBEIS 7 IVEE

(2-6 >7VUNVFU h—X :6-SL) D#&%x5
2T, BETTADIFNF—EROULE
ZROz. SEET. #E5ETUADOHRER
., PTNVEBFRFRETVL, I ANTF—ERD
WEETML 7z, T/, MEIFNOEDFHEE
BEEL. BEDREOBEEEZFN,

B. A

DMRV £ 7))L <7 Z(GNE--hGNETg)i3.
GNE-KO ¥ X &2 8 - GNEcDNA ~5
VAT IRIAEOEITEDEIZELD
B L 7.~ 23 B Bk, B R HEEER,
12 B OB RS B TERE L 7=,
BEREBIT, 55 BEHOETILY T A LFIE
ffa> ho—)l(n=15)2FAWT, SKIZTH
L7, A&EIZ. 6-SL: 100mg (KA ERE:
n=10)% 70X 1000mg (& MHEH: n=8) /kg K
#E/H. NeuAc(n=10) : 1000mg/kg & E/H %
AWwe., 7otRa>bo—)l@=18)& LT
Kagzlz, 80 EEETERS L.
BHHOREBECIL. B L e
DFEFEYFERHWNWTIT> /72, HER®, JF%
DVRATOBRRDIEFEN, 7301 R (6E10).
LC3. LAMP2 ORI X DFHE L /2.

F/z, g, ERHTEO7I0A4 R (AB1-40
BLNABL-42) 1d, ELISAIZTHIEL =,
mig, BRHOTT7IVEBEOEEIL., 7
IV % #ENFEERNLL T, HPLCIZTE
21k L 7z,

6-SL O pEEEIL., 6'-SL( 30mg) % #& 1 #%
5L 7=#. 5. 10. 30, 60. 120, 240. 480
M RBERIRER L & BRIRIC Tt o 72, 6-SL. &
TUIINT T h—=A. T b—ABITEINIEH
#12, HPLC I THIZE L=,

(i B 11~ D L )
TRTOEYERIT, () EHILHEH -
MREEBRII S > & — thiEBT S5 A i ) 52
BICEE T S fmEESHICHE WIT WY, FFR
N EREMHERERNERERICTT
BE - AR/ TND, IRTOHEAMR
DNA BT, WIVINTFREEZICED E
ETHBBEAENEOEREORBIC LS E
VDL ORHERICET A CERES
- L. () ENCR - REERTIE T o
& — RV A X DNA EBEZ2EE
RDERE - KRE/FTTRL> TS,

C. MAEHKE
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T, EENR SN/,
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EFZ2B07=. /2. 7IOA RIBHEEHEE
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6-SL DI TOEFEBLORFANDEITIL,
MAEET 15-30 &2 E— 212, RPRER
30-60 2 E—JIZ 240 0 ET, Wo<DETF
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FITIPNINDOBREREDEK T, FHiELEET 2 uEEMEI RSNz,
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FRELD ZEfa a fE D AR S N TF—
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BREZINETIZ, REBIT. STIVEBE
BRBEOEERERTHS
UDP-GlecNAc2-epimerase/ManNAc
6-kinase & 1— K95 GNEEBLETFOERIZ
KBEBRTHD, HIBM EF—KEBTHHZ
& (Neurology 2002), BHEHM. MK T
B TINVEBENEDL TWEZ &, BEMRE

TRENDES T UIMLITT 7 IVEEDIRE I
X DEBETESD Z & (JBiol Chem 2004) %
RUTER, I5ITHRE, A THO TERE
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Mole Genet 2007) .

Z ORI AN 20 BELARICH KT 2R
T, ZOBEBICBITSHIMETIEEERITHE
WMERRETDHEIENDNS TS, Tz,
30 B LD Z 572 55 1 OFHK T,
BRI IC BRI N D HiEN TOEHAK
BREZTORICEIERIIN S HEARZLR
DOREBEL TND I ENRBINTNDS,
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LT, iEHBERE ROS) OBEENEZLLN
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BRI & & XD B ERRREIE AT L DB
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N X—ETIHERTLTIOAN RR—FR
TF REBHENROS 2ELETLEOMELDH
D

— . RS T VB E S a s NEEDY. ROS
ERETEEVIHREND S, P TINEBOK
T L7 DMRV Tld. ¥4 L7~ ROS 2BEH
KIZNEDIZ, FRON A — RNEEL X
NTWBHREEITH 5.

FEEEE. DMRV 5L ATHOE RO
S HIVEEE invivo THIEL. ROSTF
MEBERTOEELEERHE L, 512, il
LT LB 2 ANTF—FEDOHHIZN R % /) &
DRI ATHER Lz, REEIT, 20508
FeTIH, KEBETOETIVY T AANDE
B Z23 305 EEHI2. ROS O DMRV
BRH~NOERZHASNIT S0, HlL
NIV DfFEMTET o 77,

B. W& F %

DMRV ®OE5)L' Y7 A (GNE-/-hGNETg)
1Z. GNE-KO Y X EERGNE 5 AY
T IR AEOEITELRICLDERL
oo YXOAIZEHBESK, BHEHEER, 12 K
FOBARRECHET L.

B ER 5RBRIT. N-T 2 FIN T ATFA1
vEHRAWE, N-7EFILI AT 1d 1.0%
(n=13) K1V0.1% (n=13) DOIEEIZTHKIK
BE Lz, BE5HIRT 25 8BNS 57 B E
TfFol. 75Ra>bo—)LELT, K
=527 (n=17).

BEDEOMEIE. MLy RV TOES)
BESIMEHT, in vitro T BLEEE & 15 U0k 7778
. BRHFEBARICK VTR /7, invitro
TOHEBERTHOIE T A ME, BEIEHB
FSURTEB I EZRNS B L TREIRETH
L, WRICREBODT. FSUATa—
Y- LEBIR, AEREBERRT T, &R
HIGEE TOBEES (8ms) & 10-200Hz
(300ms) TOi#kE1ZBEIE Lz,

BRBOREEIL, Bt L -Em
DHEETFERNWTITo72. HERETOE
LOEN, IRFY 2 3HMETORERAIT
KU, HifEERERNE Lz, £/2, Wi &
BHHOT 201 K (AB1-40 B LN AB1-42)
2. ELISA ICTHIELZ.

DMRV XU ABXOFHEFI> FOo—)b
HSRAR BB DRI EEICZ VML B2,

SAERBHIC MEOEE, > 7 )VE: (NeuAc)
FE/2E N=-TE2FIATA ERML, 72
i 55 % L 7= . Dichlorodihydrofluoresein
diacetate (DCFDA)ZREHIZHIIA . MIRZA D
WX D ROSEAZ AL L2, & 51T,
Bk 4 73 IBEE D H202 &k UX Menadione &0 A .
FEIND ROSELZHEL .

(fwWHEE~DOEE)
TRTOEYERIT., (M) ELKEHH -
MRERE L Y — RIS E
BRICET 2 MmEESHICRWITWY, FFE
FrNBIREBRES D mERERSREERICT
BEH - RRBEBTVWS, TRTOHEREEZ
DNA EEi, WIVIANFEEEZICHE DI
EFHARZEDEOFEREORBICL 24
YVIDZEEVE ORERIZEE T k) SBIRES
ZEsr L. () ESCHESE - R EEmE T
5 — R FERT L AR 2 DNA EREZEER
R2OEE - KRB/ TITR>TW5,

C. MEEHE
N-7UvFINATA 2 HESHTII LY
R 2 )V T OEEBEE N R A NICHEKREN
RWENR SNz, £, BEEDH R OIS
HONWKEZIIEEREENR SN, Tk
R EHRBICHEBRTFNREENR SN .
N-7vFI T AT o EE5HOHEREE
T EEBIEA L ABEEB T ORE T,
IEFF U f—1 Fbxo32 & Trim63 D%
HiZ, 7SR DMRV 7 2L T, 2
BEEaMO—IVEKEZRLZ. £k, A
YNTFF A EETFT MT1 RO MT2) O
BT bER I N,
MIEIEFMD LT, DMRV < ™7 A M3k #
FVERIEF 2 > b o—) VBRI el LT,
BEWHIRRANROSEEZERL /=, ¥, NeuAc.
N-7E2F I ATA >OEMTELD, ROS
13K T L7z, DMRV ¥ Z kMg iz BT,
=LA ROS BT, ROSEAMNERL
TWb7=H, ROS IZxY 2HIFEA capacity
MEFLTWBONNEZ 5/, 200
e EMAE T 5720, 2IEO ROS EA R,
025 P HIVEHT % Menadione & b RO
CHSTUANEETS HOs 2 MMA, FEELZ.
Menadione FRIMLE T, MmiBEIEFRIIOS&H:
TIZBWTDMRV BLUar ho—)h<w
A M IS RN ROSIBEEZ-RL &
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