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i, QRET D EEEOEVEETREIZ
BITRREL R D ETHOEERTHEZE, @
FHVBRBTHDZ Mo, BEEFBHITHOL
BAD» L LRARFSHREEN TV B,
EL X INETIZ, KRBT, TNAVEBRES
BOBRBROEERBRTHD
UDP-G1lcNAc2-epimerase/ManNAc 6-kinase %
a— RT3 GVEBEBFOERIZLDERATH
V. HIBM L RI—%RBTHD Z & (Neurology
2002) BEME TR ONBIES T UMb
TVBOBREIZEVIEETEHZ L (] Biol
Chem 2004) Z/RLT& 7, IbiZHKM., HRF
THD TEERDEFT N~ T ADVERUZKTH
L7z (Hum Mole Genet 2007) 23, Z D= R
THERHEZESDIZTTRTOBB T TN
BRERFEDL L TWAZ LA RENE, FZ T,
AHFFETid, DMRV DR - FREEDRRE &

LC.ZDDMRV = 7 2D T NELIREEDBIE
EWBZLICERER S TIBREBIIEL1T
Rolz, THERN LS 7T NVEBRORSHE
ERBODTRNWZ LRbholTod, KT
T, REEERERDIZENFEEINS 3
BEOVTNAVBHEERE AW, HBE T
Bk (NeuAc) . VT NLVERESAHBTHD T YNV
f® (SiaLac). HIBEE T 5 ManNAc Th 3,
Z D 3EDILEHORIERTH S D B AR E
E%1T72\, DRV = 7 A~DIEH - TR
BRRNT LT,

B. MfRFHE

DMRV D5 /<7 & (DMRV-/-hGNETg) 3.
GNE-KO AL ERGNE F I v AV z=w
< ZADEIFTEDLEIZ L VER L7z, NeuAc
rde k5. Sialac KU ManNAc X Sigma 7»
HEEA U7, A 54T 20mg, kg BE /B D
BET, SRKFIZMZDZETITRo (B
BERK) ., KX, 18RI 2 BIOMEE TRH#H
L7z, £% 815 B b5 %4 L, 508
BE CHeiti-, REEOMRETIX, by F3I
NTCOEBRESAT. invitro TOEFINHES

L T AN ECFERE. BRERRTRLITLY

T2 o7=,
fry FIATR M, v RE2EBEIZHIL
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SEAHD, —BEBRVESEYEATL, €D
%, EEREHT A R & LT, PHEE 20m/53 >
5 14T 8z 10n/43Ein &8, ETFIEER &
KEE KD, £, BAHT A ML, &
FE 30m/43 T 30 sy RET &, £OHEROM
2w ARSITEERY 3 v 7 OEEEHIE
L7,
BRRGOIMEHT A Mid. BHESEB LURIEH
EHEBRMOEE CRESIRECHML, @
IR BRI, FIVART a—Y—LE
HaE, ABREFRD T, RKXBINAER
COBINHEH (3ms) & 10-200Hz (3 00ms)
TOBBHERE Lz, TOM, 7 VT FV
X —FHRIE, MECERGR CIEEICE
SNTITR- T,

(R mE~DERRE)
TRTOGYWERIZ, ENFEW - #&
oA —HERERFTEB M ERIZET 5
BISEHZREWITY., AR/ EERS
YGBEMERNZARICTEE - ARz
BTV, TTOMEAH X DNA EERIT,
NE~THEEICESL ERTFHELABZE
EOERSE ORI X B EMOEIRIEDRE
RIZET AR LEMRESEESTL, EX
$Eh - iRt v 7 — R EETE A # 2. DNA
ERRLERLOERE - AREB/BUITRLT
AV

C. MR

FLy RIATRAPMIBWT, DRV =
YA, EBREATAMNBIUEANT
ZREbiz, BER T RTHA, KR
%R LT, NeuAc, Sialac ZU'ManNAc \»
FTHROHBEIZL->TH, AR~ R LRk
DUVRVET, RENREIE LT,

BEBIIHT A TAVBRBEEEHEOD
REFMELUT, KERIE TIEDMRY w7
BREAR <Y ZIZHA, SOULATOREZ
R L7, NeuAe BL WK Sialac DIRE-Tix
#190% % U ManNAc BSEFAR! L IFIZRER L~V
FCREOHEL R LIz, BEEHE X UBHIE
B OKEMIERE TIX. DMRV = 7 A [T B4R
I 10%7 > 7228, IIEHF AR Y A 2B
L,

BEEEE A TOWNFEAT A TR WTh
DERBEIZBNTH, FRAZEBIEMERNZR

L7285, K2 NeuAc R E OB HEDHIZ Y D
HEINEHRIEBER LR CREE R LI,

mEs vy FovERTER, BARD
300IU/L tZxf L. DMRV = 7 A X 800I1U/L
CEERL., HEHOTEETR LA,
NeuAc. Sialac R UtManNAc WFNDHEEIZ K
5Th, BER YR LEKRDLNVET,
REBBIELE,

HREBEE T, NeuAc, Sialac KT}
ManNAc W R DBEEIZE > Th, FHf#eED
AARERLBEEINEL BT, &
By ATRALND HRENT AKLRK
BmyZElab, Eo<BEINRIRY,
FAEM TR ERAKOFTREZE X T,

D. £%8

TapR ELRERFZe & LT DIRVET V= 7 A~
DOV TNBEERRETRoT, HEHE TV
B RBHEERIE IR, B ANRE
BENEFENDG IBEOLEWERA L,
NeuAcit. HBES 7 VBTN LD T 7 )
YA bP—TRIZE VBRIV AEND LE
2 5N T3, Sialackl. WP L OFEEHET
HY, WPIch ZOBTHEET H72H, IF
THILBHEEICFEET D Z L aHiFSh,
ST ARSIz )Y A b—YRIZK
DHIIRIZEYIAEND EEZ BN D, ManNAc
X, wzue ) HA b= R2E2NET, £<
BAEHEE (BEHL, MEELERBTS)
iRV RAENDZLDEEZELLND,
N T Lz, ZDEEOILEMERESN
7zDMRV~ 7 R i3, HEROMDIIE. HEERH
HOAEBZ2OAIE. ZERBORERRE R
Lz, B, avha—n<U R LRBED
HhHERLTW, £, HREER., 41k
ZHRIETHLEL BEERSI RPN, TO
Tl BELESTAERB, ARhizHERA
~BYVAEN, BOPDRERLTNWDSZI LR
R LTWe, 70, < U RRERENIZEL
RIZ11ELA Ek BT & SN TWA D, 8K
BENREELRDEORSERFHEMIES
eIz, BN THBZLERLTWD, BIE
ST NABDEEIZHOWTIHTR > TWBHR,
BB TOLTNVBOBERHFIND,

ST NVEE VT U N RRIZFEL.
EMLAD LN TR £, DMRVEAE
OEFICEIT T, BRLBELEELEHTHD L



Zz bz, %3, RLEAVREERE.
BBHEED LI, bo LIERET LIS
< ATODEELZENE LERFE21TTR-T
FETWEEZTWD, 2. bo LHRD
S ShAE LW TABREEMETERLT
T<2bYVThH5,

E. &

BAKEBOEYTABR., VTVBRILED
BLORIEBEEOHEREIZLY, DRV =T X
DEFRER N, B, £BFEH., REF
MICKEENEZ EBFRENTZ, DMRV &
EOWBERICIMT, APRFETHDLE
zZbhiz,
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iz L
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BEAEZBR M TR &

(ZZ ADRERFEE)

SHEMRREE

BB ERE I BEBMBEIARNTF AT HIERERRE
B B B ISR ROMRREHIF T

S1ERE M hET BN - s S —ARERRRTER

BRSO MEORTT 1T o7

MEES LD 2o A £ D BALE I A/ 3F— (DMRV) DIBFIERRE DT
»H. DIRVEF < & A% 5 BHBHEERO PR ER LS LIz, GFP-Tg
2w AN G, BRI BB L. ST ZBRE Uiz, IBRDRREDIZD,

A. BFEEW
AFRIZHBE DS VERER D Eh % 5 =L
I A 3F— (DMRV) i3, LS B RAE T,
FIDEMHIREIN., BEICHERLRDD
BEEOHERATHD, HHRBENIZIZ. &
KD R/IRRE & A R Y ZZRIDTE AL
BFRDD, ¥, HAKLEINI/FEAR
WEHOEELRDHOLND,
BriiohETlo, FRAER, T
HEAERBROEERERTHD
UDP-G1cNAc2-epimerase/ManNAc 6-kinase %
a— RT3 VEBGFOERIILHDEARTH
. HIBM L RI—&KBTHS Z L (Neurology
2002) . BEMBTRONDIES T U M LIXY
TABOBEIZLVIEETEDZ L (J Biol
Chem 2004) % ;RLT&7, I GIZHA, AR
THO TAREBDETF NV T ADIERIZKREh
L7 (Hum Mole Genet 2007), Z @ DMRV <=
A3 20 BE LRI BB GO HET 2R
TR, ZOERTI~YAOBEEH LHETSZ
LR ENTWS, 8z, 30 B LAREDILHE
HOERALZIKTIX, HREZENIZBEIND
RN CO BT, Rz, =473
oA ReEathiEx 8 VI EBOEREETD
#IZB B SN CABREROI L B
BMLTWAZ LRRRINTZ, YTNABROE
P e BEHNE (J Biol Chem 2004) 1
L UDMRV =9 2 (B HREE . BFOHE

#BR) T, ThFh, YTAEBOBE L
HETOREBOHREZHTNE, LrLRE
5 EEEES 7 AVER D M1 T ORI, B
LIEFIZEWNT EnD B b DRV BEILEA
TAHEES UTICRATZONNMEL 25,
b L. Bz T AVBROUR B ER I LN
. LV BEWEENRREEIND, 7.
T NBERIXFDILAIEICLREZTEER
LTW5B, D, Y TABRELMEEF
Rl b AR, BRDELRET D
T ChD, BHBMEILT CIZRIINTY
AIBEED—DTHD, BHIN B
MRS ¥ - i B R s A &S o FE M AR
JA~E T B Z EBMLNTE Y, BRT
AT L TEEMIITNBBHRBTHZ LA
#HrEEnb—F. HEARIIERHIZERYIA
FhdE0nO 8ELH B,

T, AFRBEETII, ETNVTURE
FA 7= DMRV DGR ERREZ BRE LTWD
2. BEDEOHEFEL LT, vVRDE
e, HEEHOWHED. ELFRTA—F
—DPIE L HREBFRMTE BV TS, £
O T, HREBERFIESE R TIAD—
BEyDRERNTITR Y Z L, RAECHR
DL CEBRIRIRIZAD L ZABRKE
WIZ kY, ERETIZEYED OB T
LW, LLARRBRL, ERE LT, HKREHM
ZIZBWTHRERBT N R T RENIKE VY,
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¢, ABECIL. BHARBEER
DFERL LT, GFP-Tg =T A0 b, B
MR BAEE . RSB EEORESL & T DR
%4772 o7z, E7c. DMRV = 7 ZADIREDE
BIEEORN DS, HERENBTEZED
ERGEEOTMEOFREL L BE LT,

B. IR HE

GFP-Tg ~ 7 A (C57BL/6-Tg (CAG-EGFP) C14-
FMI310sb ; KIRK% FMISBHIRIC LY FEt
Xnfz) IXEERFBRC K W EEREI T, 22 8E
D GFP-Tg ¥~ A b KBEBIUREZH
mL7-, SEHREPICEHSCEREMEL T
e, FAarAyva®z@liztk, B,
iR L., BHEMRARKES.
AREA T fBRENE. Hi~ 7 X CDI0 (Thy-1. 2 Hik)
LR —X 2 BAW-FETRELR,
BB L, PE-CDI0 Hifk%x AV iz,

A TEIGED RO BRI O
. AP T, DRV = 7 2 OBEER & AV
7r. GG~ FFVY — AT R
&. 7 3Ia4 Rib#EA Congo—red RIZLY
Tlhroie, Z0M, I A EHEIZLY .
R DRIE 21T o7, E7o. LAMP2, 77
FFLuD FI=v -2, TIaA FHREI
rovwxzzxsg o Toy b ETRST.

(GEBRE~DER)

T RTCOEYWERIT, ESHEM - HEE
vy R RABYERICET IR
BIESHZEWITV, RFERFT/NREERE
WEBRERNEZERRICTEE - KR 2%
BTWD, TTOMAH X DNA ERIZ, 7
NE~FEEEILESL TBETRARIAE
WrE O B ORENC L B EMOEEREDTE
RIZCEIT BiER) LEMRESEESTL. BX
FEi - iR L F —PIRTEET A 2. DNA
EBRRLFELDEE - ABE/TITR-T
W5

c. MERKR

—PC GFP-Tg = 7 A& BiEf U 7= B B
Raiig h DI 4.6 x 107 Th o7, #I50%
23 GFP MG o 7228, FE Y D 50%i3 GFP &
MTHot, DI HFLERIZL Y, 8% FEE Y
B4z 5% BEER B — AR EERICHES

7r. BRI SS%BE Ch oo, FETI
BN S h iAo BE T, FRBYEDIZIE
CD90 AT T h TWigh oz, Eik,
RS B — A 451 1340 20%0D CDIO B A
BAER S, L LAaRs ERE LT,
% 55%8 L TR 40%55 DDA GFP [ t: D FEH A
Thol,

DMRV = 7 2B L CREFDO IR E T
oy hCHE. BVERET ST CHEZRER
BOEYRTERIHER T

DMRV = &7 A DBEEH Tix. BRONTZHH
ICEER HAKOTE. 7 I A ROEMH,
ZEY CEOBHRBEI > TWBZ LIRS
N, Wiz, ZORLNERIZK - THE
+5k,. ZOLIRGREPBEIZEENT
WARERbMrol, £, IV UREDRE
Byt H A 72N MM GRS, oxidative) O
BT, ZOLD RELPBIERZSNTND
T ENRERINT,

D. B

BB ~DOEMER L LT, GFP-Tgw Y A
2O BAEORAMECRN ZITRo T,
RE v —XEIC & 0 ErERE T 2R
Iz, BB AR ESIEL R L, L
L7 B #940-50% DHIFUIFEMBR TH > Tz, -
PNy —H—1 P TONLEXD DM 1E
WL E X DL, TOEE, BHEELEDS
REETHY . SERIAFEE COEMRE
FODIROE AR RELR D,
FREATHIIAIZRE L T, Z DR BUE THROBRE
HeTWABERRIN, ‘
DMRV— ©7 A DL F IR T, FESHARF D
B L\ VREEITICE DB kL LT, HERY
LEDERGHGY AWy ZRZ T ay
R R ERIT Uz, SRl L - THBIRZ
BOWERTHEEZBWER, EEFGRETO
ZIITEBN T, THEAFRETORI LR
hhoi- & Bbhi,

SEIR SRR CHIRR DN HIRIZ, R
REEECERINE, ZOBE, ORI
IZBB - TEEF TR 2L, XV HEHICEL
PEOERHEAFTEELZTEBLTND, §
%X, O OENELREDL—FH . 1BED
Bp,5 A —g—L LT, HREMEIT CHRE
ENBE~2DBEEOEBNRAIEEEL. BRE
LTWETZW,
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E. &%

DMRV EF N~ AT DB HBHEIEREE
B 1= GFP-Tg < W Ah b D F S fazR R
BERESI U, IBFRDRBEDTD. BRI
GO MEORN T2,

F. EREERER
Bz L

G. FRRBR
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B4 FBHERRERBE (22 5ORBHFERE)
SHEMARESE

BB ZEREEIEMEIART—ICH T HERIERARE
GNEREEL U A NARY #—{ER & T I v A FHHIFERSE

SEHEE B0 F B - ke —mRIRRTER

MAEEE

RO ZERa % K O AR S A/ 3F— (DMRV) DIRRIERR DT
. DMRVEF L= W A% LT, _R—47 IaA( FOERZWHT 5RO
ﬁﬁ%ﬁﬁtoit\ﬁﬁ%ﬁﬁgﬁiﬁ%ﬁtékb\t}ﬁm%%%ﬁb
5BFF ) IANARY Z—RBF L, TOERMBTORERER L,

A. BFEBE®

AR BE DL\ VEIR Y ZE % 5 BAR
IA/%F— (DMRV) i, HEBIEERRIE T\
FIZRMH BB EINIEEHOHERETH S,
B TIXHIBM 24T b, A AF - XK
E - FA4 YR ITBAIHRITDR T
%, —H. T OFROBERFET
BTk, O IBRERRVWI L, ORET
3L EECEWRBTARIZHITREL RS
HETHOHR THEZ L, QFVEATHD
et BEERBITEHLZBA»LLHLER
BRAIGREEN TV,
RellonE i, RRRIZ, YTBES
BBBOEELREETHD
UDP-G1cNAc2-epimerase/ManNAc 6-kinase %
a— R34 5 GVEBERFOERIZLDERTH
Y. HIBM L BI—&KBTH S Z & (Neurology
2002) BEHRTRALNDIEST Y LTy
FABOREIZEL VIEETESZ L (J Biol
Chem 2004) R L TC&7, EHITHE, A
" THID TARERBDET N 7 ADIERIZED)
L7 (Hum Mole Genet 2007), Z®dD~< Ak
20 BE LA B B DR KT 2R 725,
ZOKTIX, Bz, BEIZRDZEN
RENTWS, 30 BELAREOIEH DER 2
BT, BREEMICBIEINSHBRHEANT
OFABTER., Kz, X—F73IuAf Fi8E

Tk R BRI EDERE T DORIZE &’
IXNABPCRAEROEKREBELTWS
ZEWTRBENT, T, KITTLHFEE
HIRHENICERT 54 /7 BOMmEIRs, 18
BO—ODERNIRD EEZEZOLNTVWD, 7
NN 7 —IR/ ETIIFDETNZEBNT,
R—FF7 I FOEFEZMHITHIZ L2 H
e Lickkx BRLOBERRINTND,
BTy y £ L F-EOEIMWAE Y ORRM
Z AB1-42 75 AB1-40 IZEH T BEKITH
B3EAT uA FERRLEER| A-fluorbiprofen
X, BEISEAIN>2H Y, BRES IHEAR
BiFebhTns, ¥, ZOvYATIEE
BB ESLIEE TR TOER T TUVRED
B LTWBZ LARENTND, YTEER
WWFEEOMIZ, DRV BBE T 7 VEREIE
¥ BR & T AEEIRIBREL LT, EED
BEFEREATIBREFIHEREZOND,
77T, R TIL. DMRV DI - FRHiE
DERL LT . ZODMVIADT IaAf K
EEOBICES# K- IR ERMELE L
T. Rfluorbiprofen DFEGRBREITo 72,
¥, EEBGNERETT ) VANART F
—OHE% L., EEHRTORBAERZITR >
77
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