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N=ALD—dz R T ZENTELEFILSL, RFEER), GlcT-1 DA BT p38-ATF2 27
FTARKE G a Y a U B TR SN TND Z &0, AFERRIE, fHHL
BIZT7 4 — RNy Ju[ETHDEEDbN, YavuyaunNniie hOAXR) v 7 R
10— L DFIE A T = A L OBR EIRIR O T2 7 FRB A2 5 L WifF s v,

2) MRS N —RNE TS T R E X X7 BOSS O RE— /L X — (Rl
BiFART ¢ v IPEIgE O%E

GPCR F—7 7 S AR DAL RIS DIENT S . S a 7 3 732 BOSS 1, HEE A0
PR 72 & LB MICHIRIMED B 0 . v, SE I E AR CHRESNL TS Z
xR LT, B, 23X —k Y —2E THIEME (v OISR
YY) IZHFEEL TNl e, ZX X — (&) BV —L L THET 2ZHFERTH
AAREME IR R S 7= (FFIL S, PNAS, 2008), % 2 C. BOSS 524K % B2 MR- S
SR, T a—ARNKIC T D INEME AT L A, BOSS AR J L o — AR EAY,
WS LT, flaNIC Yy 7P in x5 2 L2 RN LT (X6 /), BOSS &KL /L
—ZAFNFIIGE L, ZDO T T TN EHIN~ME 2 D 720102, ML A SRR PN~ Y
rhENRD (K6 4),



P D] 2 )L 2 — R 5|1

X 6. BOSS ZARMEITMAIN 7 N a2 — ABREEIITINE T D, BOSS FEHMARIL 7 L =2 — 2|
ﬁ ZxF U CIBERFRNSE L LR —Z =& EH U (X)) . A S fp N~ B
DA (kFED) BEIEIND XD ,

BOSS Z AR D K fE & K < 229K 28 B % Hf > BOSS KT 3 7 g 3= (BOSS KAEK)
DT VX —RBHRREZFEHT L7, BOSS KIBKRTIL, /v a—RFPRITIGE TE 72\ b
NE, THRAXF—RGHREN RIS Z LN TRTE R, EBIC, Y 8K (e o
MRICARY) P opEE IR0 ENS EF (K7 L. A VAV T FLOERTRREZDHZ L
NEALMNE 2o T,

4R
ElBoss RIAZFER#E 300
o0 * [BossL A ¥ 21— < *

£ * &

E 100 o : g 100

i T I

f 0
d}bi —A Jla-R  tbnR-ZR 4R BossRIEZR#A BosslAFa1—

kleno—2x

M7. SHEERNZBRLTVWAE (S La—2E hLoa—XR)BE (IWEEICHEY) LIEY
BEOHIERFR,

BLERVENZ L 12, BOSS KABMRTIIERD = RN —1HENT A EHMFFT 5 Z LN TE
T MESHREICENL D AR CEAEICES Z LA L (K 8 ), ZiuZ
RERGIRIZ T S IV CTWEE A, AR 3 7Y g YR (T TAKIZEDT 5 = k
ﬁﬁﬁf&okﬂm8ﬁui%m@%%m$k;3m5§§%iﬂ%ﬁ% IINZ. M - AR
THHIAL TWDLZ 2R Lo, 2oL, B L Iz )0 — RGN B
D5 EBERHGR - EEs TH D, o T, BOSS ZAEMIL, T4 MR- s OBERERIBLOAD
A(mxb¥— (%) Brv—) & LT, Mk - *“W@ﬁﬁx/bv &%% CEHE
BE S TNDZ ERTREIND, BE, Zo6GE (K9) ZiEAT 572912, b
filk - g C D BOSS Sz AR DIERE DFEMT Z D TV 5,



HEFE(%)
& 8

Boss Boss
B4R RRTERE LAt+a-—

bl i34
T poss RMERE
- bossLA¥a—

X|8. BOSSKEBEEMKIIHEER F LV RIZHEFITH S (), BHEKICEZ LN TWAIEHE
(%% :BODIPY CRIBIEN & Yufa) HAEIZHA LTW5D (B), BEWHEITET 2L X —ETH
HRUTINT )Y ROBMOMENEIIZORREEZ D,

PLERRSRIT., FR L LT X — RO EE M &2 MR T 2 O 721 T/, 7
Jb 23— ZARAFVE D B ORI T OBOSSZZ RIKDHEBEDERIZ D72 N D LB 2 b D,
bossiBInF1E, FENS e b (I TIZGPRCE 7 L —7) ICELHE TIASIEES N TV S
ZEnn, BB L, AFICHNARKEE AL TS ETHATESL, ZoZ L
X, BUEFLTZ BOME X T 2 B SORE IR IR 72 & OB OB & 1= 2B R O BRI = R

TH WS ND,

9. BOSSZ )V a—RSEZHFEIZL =X AF—1EH MK
DHERIEEEDET L

ERIE, 28 O - Ias N E 2 ®RZ2 H LEW7aen
LHEEL T, TRXLX—DHE LITRONT o AL
T 5, BOSSIZZ DT v AMERRFIZBI G5 2 A H LT
WD R O - 1R EEIIIR) ICRBLL TWAHZ &b,
RO R X —IRREZ T D P —& L CHERE
TR EE MR ICEEE L TV D EE BN D,

(2) 5%OMFF S DR

INai kT I REMEREBR T, Boss & HiT, LD
WRCTREIRFEINTCEBEBEFHEE AZRY XLICHEEL
TWHZENRINTVWD, FFIZ Boss IE, B MTHBWTH
Fvya FBIETRFEELTRBY, /v I T U RS RE

AW TSR b, F7-. ZAa—2nkvr v 7 EHIRANS 7 F U v 7 O4 Tk
X, AEMOREIZE DL 2 EE R LFENRBEDO—>TH Y | Boss &F DOBEBEL FHEEEDIF
Tex, TOMEOEMICKESHIRT LI, e hORAXARY v 7 v Fa—ADORIE
AH = AN EIRROF =72 FE 2T 25 L M &,



3.2 Znavitd I FRE~ T U —OIE EEREDIER] U RS- 7 v —7)

(1) WIFFEFEHE N AR e OVl e

I. FHEMOMBREZBITAI V2L ET5 I ROEBEBREDFZ

AT 4 APEREDL LI, BT I NI/ va—Almganzsray it I R
(GleCer) ZRHZE L LTAREND (M 1), ZORISEAEET 5 GlcCer B REESE (GleT-1)
D77y Ny AIRAE 7.5 HTBIEL 2D BZ0 00 THEIIRTEAHTH D, IR
HiX. BHEEMW OPIHARAEICE T D GleT-1 BL W GlcCer DAEMBRREAEIA+T 572012,
AT 2B ICESZEbE CHIEE21T-72, (DIEDOFE 2 HW T, GlcCer, GalCer,
t I FEAEBRERNET D HEZHE L, GleT-1 /v 2777 b~ AW TIEF49I2ITH
TR, BEIRE & 2 OMED OE R ERE1T O, Q) ZHEIPNEH THIHIRAD 2
WREZBETEDLIY T I 74 vy am2HWNWT, v~ ABA 7.5 HETICHNYT S, 4D
T RNEPET GleT-1 &/ v 7 X7 2 LT ORI A~ D BB 5 ZE I T 5,

GlcCer Vv —F U—DBEARE

Neutral ceramidase

Plasma membrane

M
T.’Hl-]- SATI
trans-Golgi
Neutral glucocerebrosidase (KLrP)
i |
* * mecdial-Golgi
* :
cis-Chol gi
i o 0¥
s aahli .x GleCer synthase (GlcT)

ER

1. GleT-1 B%& X, cis—Golgi HAB VI ERIZIEEL, GlcCer [THNIERI TER EN D, FE
Pk GleCer 43 fifEESR (KLrP) iTHIFERICFEE L, MERER TEREI N7 GlcCer H DWW, U
IV — A MEIZIRE Uiz GlcCer 2439 %, Gaucher JRHEDMIZIZIBWNT, VYV —
L5 GleCer DMRHT A Z EBHBNTWA DT, Gaucher JiF & AEER O BEEICHEERDBE -
5, s I X —PIIWEE I Y L 2 ETHAER—BiTT ety > v I 2%ZiFT
RS~ &S B, GM3/GM4 A FREESR (SAT1) 1., ER IZHATHIRE SN DT A Y 7 4 — 5 (M1-SAT)
L trans—Golgi IZHIEENB T A V74— (M2-SAT, M3-SAT) BNHETET 5,

Jedt . RAEE OFSEE TR S L2 EESS . SCDase 7= GleCer, GalCer @ E&E E
BRI U7- (Zama et al. Glycobiology, 2009) . F7-. ZDOHEIZEBWT SChase D
ROVIZEITIFX—EBEHNAZ LT, E7I FELEFECHBEMELCHET DS Z &R
ARBIZ 7 o T,

GlcT-1 @ mRNA % FAV 7= WISH fBHTIC X - T, GleT-1 1338 AEDIEF T B BRI R IR
SHEBLLTND Z LRGN o T BRICEBT D GleT-1 OFBUTREAEDHEITIZ L THK L |



IR, AR RN ERBGFTN LA T I v VICEET L RSN, EERZ L
1E. BRIZIZGLeT-1IERBE L TWABR, 77 b bt T 2 K(LacCer) & k##%E (GalTbs, 6)
IIRB L TE 5T, GlcCer NIMEEN & L THRIL TWDAREMENR R EINT-Z LT
b, ToFAENLT U AV TR GleT-1 IEMEILERZ VT GleT-1 OFHR,
AT TA T BERIENEZ Z TR RAICEE LR T, GleT-1 M, GlcCer &M
BE A L2, 7 2 RRIITHEERZ(ITA OGN o 70, BIEENZ &1Z, GlcCer
D L72RTlE, BRI OERIZALIE N BLY B BB S 7z, — . GleT-1 mRNA %
RIZIEANT 2 Z & T G6leT-1 #EME, GlcCer EITIFIFEFMEICREY . FHRMEOERE L 01H L
72 —7J5. LacCer AEEED / v 7 X0 U IRTI, BEHIEEOHERMETIZIR bR Z0NE
O RICIZES BBIIR O o T, U EORERENS, FRMEOER BRI
GlcCer MILETHH Z LN RB ST, FHRMALIL, Sonic hedgehog (Shh) 72 & DE
NT T BT DA =TT AP =& L CTHRE O RRS, RAEMMICEE 2 &E %2
BIZLTW5, GleT-1 / w7 Z 7R T, Shh (12X > TRENFHE XD nhx2. 2a DI
BUR T OBIE SN, DLEDOFEED D, GlcCer IE Shh 271V 7 &AL T, —&RIICIE
FRMIBOIREIE L, —IRZITHRE O, HRFICEEREREEZ AT 52 LR
Mo T,

IT. #73 GlcCer 4y fERER KLrP D & HERE DS

WEFHEDIX, BT 7740 v aOIREREZ W CHIRE OABISREZ B> T 7278,
Z DAL THER DO FFHERINAA S & TLC & W 7= B R BE R OFEMERNERIC IR A 2/ |
HOEHE & HPLC Z VN2, GleCer A Rkli#SE & LacCer & AIESE DT L\ NFEHURM: 0 R BE T
EVEZB% L7~ (Hayashi et al. Anal. Biochem, 2005), AJET LacCer & EEE DOIE %
BELTWEE XD, BRICLEBEZ Lot LT X —PoRRN e IHERTHD CBE
(R ME R R S 72 Fiar ek GleCer D iREERIGIEZ R Lz, NAAA v T H~T 4
I ADFIEICEY MEHHZ B ER VAT E Z A Klotho 7 7 2 U —IZfTE F W,
Klotho SEf& T DRIE~ D AX, WH 2.5-3FEGFTIHE~Y T AL L TES 2 - AL
WEFTET, v FORBBIEEA SR Lo KB 2R3 2 L5 Klotho (X kI BE
LImZ o0 BEEEZLNTWD, KT, Klotho &3, EMDAREHFY v #EED
HMOLHTTH D, BEZESIZ, B FD Klotho 77 IV —ICBTH4FEDE I H
(a—Klotho, B-Klotho, Klotho-related protein [KLrP], Klotho-lactase plorizin
hydrolase related protein) Z#Z7 v —= 27 1_. FhFh% CHOP #ljju CHREL X+, CBE 1F
{E T TD GlcCer 3 fRIEMEZ M7=, ZOFER. KLrP O 08 B B ORERIEMEZ <9 2 & 23
LTI oTz, F, TOKLrP ITMAEIZRIET 5 2 L3RSz, RIZ, KLrP 23F 08N
TREERICHEIEER#M 2 HE > T D ATREME 2 MEET 572912, siRNA & VT HEK293 Hifa o
WIEPEKLIP % 2 v 7 X Uiz, FOFE5. KLrP @ 2 » 7 X712 L 5T GleCer BL
GlcCer ZRIBRIA L T AMEIEE EITAEIC LA L= (Hayashi et al. JBC, 2007),

I AR OIS 2 - L~ L T+ 2 2 L 2 B, U= b e b KLrP
D X BiESAEERIT 21T o 7, KLrP & SED O 7 v a— 2 L OHfES (KLrP/Gle) % 1E
L, 1.6 A OFESIREET X MGG 2T L7z, ZO/FR., KLrP (X a~U vy 27 XL b
A T v RE 8alk Y K #RIA 72 TIM N U AREE %% L E165 & E373 MMl Ch %
ZENHERI ST, % 2T, E165Q, E373Q OZEFEI KLrP Z fEHRL U7 fE 5, B4 & bl L
TINDHDERIKIL GleCer MRTEMEZ T & A ERE T, W7V 4 2 U ERFR LA IL T
HDHZ LEHHEIBH L=, E165 & E373 OFFEEIZ 5. 38 TH Y . AEBEFRITMEFF (retain) B ofil
WA BT D2 b oT-, EIC F165Q BRIKE RT=bp T z=L-B-FLa
(INP-B-Glc) DOHfEMAER L C X M mE a2t L7z 2 A, Zha—R L E373 0
HEFEA L T D PAESEE S, E373 28KE%7EEL, B165 A3 Ee /i Atk L cH v |
double displacement FéAH CRILEITIT D Z & MNFEH X172 (Noguchi et al. BBRC,
2008), RIIRD X HIZKLrP DARER 7 TH S, oKL, BKL, KLPH |X GlcCer S3fIGMH: %2 /R S 72
W, INHO— k&R Z KLrP EEgd 5 L KLrP @ E165 [ZFHMS 357 X VBN T A/8T



X (aKL, bKL DHE) T ANRNTFX U KLPH OFA) ICL o TEREINATND I &
NoyhoT-, BRE T, Klotho 77 2 U — O CIYAEENBH LM ENTWNDH DI,
KLrP OB Th 5,

U bkD X iz, SRS -HaitHZ T2 CB#EEAE Klotho 77 2V —IZB7T 5
KLrP TH D Z LIRS NTZ, X 5HIT, KLrP OfS B ERENT I KX O L AW Sr) 72 AT > B
KLrP Ot & KLrP 20 L7238 LV GleCer AEHHRRIE DIFELEDNHA & 2272 - 7= (Hayashi
et al. JBC, 2007),

II1. 3BV VY — 2ttt 7 I ¥ —B ol L EMBEEDS

GlcCer (FZ a7 m i —RBIlLoTr/Na—2LkT I NInfRani-%, &
FIFX—BIC Lo TRT 4 IV IR E R S LD, WiEHE HIX, ERE 11
Bz LB UTIRET D 7 14 —E% 7 r—=27 L (Tani et al. JBC, 2003),
COBENVEROE T I FREICEZETH L Z L &R L7z (Tani et al. JBC, 2005),
AWFIE, BT T 7 4 v 2B TR SIP ZAKRE A L= mgHE, DIIERICEE R
FEERZLTCNDZEEHALMNMIL TS (Yoshimura et al. JBC, 2004 M ONRFEHRT
=)o AMFEICE TR, BIREHROREER AV Y v 7 Ofb & it 21772, €0
FER. AREERIT C RMUDA L 7T U g RAL & N RUOFA AL R A A b7
V. W KA OREEEBAATITIC Mg A F o, R A A NS In A A Z2RFFT 52 LN
Gnolo (K 2), EHRRICEERT I/ BAHEL, TOREREREIToTHER, K
BRI In A AV EHIEVEF DR ORB#ER Th D Z L RE STz, Fio, Mg A A 1El
RAA LV DORECEETHD Z ENRBINT-, SbIZ, FERY—ET V7 DFRE
ZHWT, B b, vUR, Ty b, BTT T4y va avuvanRzomEET IX—
T oME x5 ,ricLel A, & ToO#HETLEREZOD

(A) KLrP B)PHEEIz5—¥

=t ) AP Ay,
AR LZn?

2. KItP iZ., o~V v 7 REBANT U RZ8EEDIEYT TIM N iEEZ R L., double
displacement 1% C/KARN 25 HEFT 5 (Hayashi et al., JBC, 2007; Noguchi et al., BBRC,

2009), —J, FHEE I IF—BIICRADA L) T aT VR RAL DB, InAZF v %
EHEFRLETEEBEFE TH S (Inoue et al., JBC, 2009),

B R AR N S IS T X 7=, UL EORERIL, ABZEITME O MNCELETE
D ERAELE & fE NIRRT SN TWVWD Z E 2R LTV 5, AREERITIME N EHIE /NG
LM TR, BEEREE D 5 WVII0WEEF L LCilEfit 7 X FORBIEER E LTl X,
FRCRCIER TR Ofiic K> TR U AUOIRERE T I FELET 5 L0 9
ET L& L7 (Inoue et al. JBC, 2009),



IV. GM4 & RREERIZEE T A%

WEFLIL, E PORPFBHERLADOKPIELSIEEZT T U A RBMED M4
(NeuAco2-3Galpl-1" Cer) (ZFFRMICHEAE T 5 Z L 2B 60T L7z (Chisada et al. BBRC,
2005), £7=, BT 77 4 v aOfBREAKTIZGP E#HE 7V AEEZRNT 5L, ©F
U FEITESCNC T T T O EICER TS Z L2 R Lz, HT oM4 Hiik % V=g b
HITIEIC L > T I8 LRGN M4 DFEEL TWDH 2 &b Tz,

GM4 IIFHFLIED 7Y THINRZEIZRBLL TV D 2 ERM BTN DD, £ DA kR 1T AR
EThHoT-, MEELIX. MBET T 7 4 v a0l EEMIROEE 2 PEFETCHL Z &
WWEBL, 7774 v ad (M AERBETZRE, BEEL7, IHIC, 2041
vyuaZ L UCHAEI O M4 AR ORIEZ AT, BV Z L2, WALBMD (M4 &
BB AL Y v 2T, BEIC GM3 A RkBEEE (SAT-1) & L THE SN TV D S DORSMIIIAFTE
Lighnotz, 22T, ~UASAT-1 27 ua—=7 1L, (M SRIEEZERICHFLIZE 2
A, SAT-1 X GM3 D& 72 53, (M4 Z /T 5 Z ENRH LM/ >7-, AL, SAT-1 O GM4
W2 EeiEMEIE. GM3 1265 F DK 1/10 Th o7z, RIT, SAT-1 O v 7T 7 b~
7 AD M4 BREEREERERB LN M OFEEZARIZE A, 2D/ v 7T b~ ATk
TEDNT GM3 A Rk BE TR TE/GM3 D Fr72 597, GM4 A RkBERTENE /G4 R L TV 5D Z & 25GE
BH &t 7= (Chisada et al. JBC, in press 2009),

Y UAD (M BEKEERBE X, S OOHEERIGA T A=V BHEET D, 2 b O
AT A =213 Leaky scanning IZ L > CEFNENHAROIL., SEORLIEZIDT AV
7+ —LEFEATSD (Uemura et al. MBC, 2009), 2T, 3FDOT A V7 +— L&
FTFMICERL . ZNEND MA/OM3 BkiEMEZ T, FOfE., —hboT A4 V7
=TT T GMA/GM3 BIEMEZ BT D Z LALLM o7z, TNHDT A Y 74—
LD TR B TEDARKE VY MI-SAT-1 X ER ~® targeting signal EHIZH L T\ 5,
GalCer X ER TEKIND DT, in vivollBIT DI DT A YV 74— LDOEENZ BN R 72
b,

(2) WFFERR DA R S VD 23

A RIOWFGE T DD D GlcCer R~ ¥ F U — DG EEMHT 23 HE A TS BT ClESR
FGHERE R L~ UL THLICT A Z N TE 2, & HITHEEICESW AW n 7o i
BEICR L CH R ER L B EA 7S, GleT-1 1B L T KIBHE CIEMEREZH 5 L 2 A Tk
WEEFETTNWDHOT, EEELCL., MmO NI TEAUIHE LW ERH 2B
TE %, 72, aKlotho [ZIFERNLH BN TN 7 VT o =X —BIEMHZ T Tidi <,
TN —BIEEOFE L RR I TS (Cha et al. PNAS, 2008) O T. =AW
B ZRAONICT H1DICbitmEEZ T 5 2 ENEHEETH D,



3.3 BTV AL AR AR OB (RIS RT: IEE 7 —7)

(DBFFE I N I OVl

TEENEE O TH DRI AT DR O3 KL, 1B R AR B OF Bk
BoWE >R > KREEEHRRE) 2E8EL. ‘2257 ORfICESEDS
ZERMBN TS, AIFFETIX, RPRICEMmZ DAL, fET 5 2 & T 8 % ik
B B B R Y AR TTEEAFET LT LV EER L (1), RET VI, #HETA
ADK 5 EIZ 5D LMEEE CANADET LV TH Y, A0 BT E R4 2 &
DHIHITW D, RIFFEFHEIFIC, FEIRBEERE OO E D a2, 3-T T VBB IS S T A
ARIEICHEE) L7 Bl ER 2R T2 L2 BALTWE (2,3), £2 T, a2, 3~V 7L
IR (ST3Gal 1IV) N TANARKEG T ThHhdH I & #FEAT 5 72HIZ, ST3Gal 1V K4H
< AEVER L. AKB~T AREYMEY XARSIEE 7T 2 E2RE L TXx7-, AL
HEOZ, 2,3 7N BRRBEESE B2l e Uiz, RS U XL BTy R A R E
THIETHY, HHATADARSL S Dz xtg & Lz X AREREIKEE S AT L%
RS 5L Tholr, EHITIE, a2, 33T ABMEBEE L L “2 257 O
HRE DA O 2152 Z LIt - 72,

1. a2, 3~ T NABREEREESE (ST36al IV) & [FIHIftE Y X ARLE

t NOEERTAMNADS 0 %IZY T DBRBETANADET N~ T ZAZEM LT, 2
DO~ AL, HFHFEOPKTH L, WUERIZHTEZFHA L, 1 H 1 BB A A
1792 LT, FMA4BMNT HERT 2~ T2 TH D,

HEEH DI, ISRV T, RO - 88 E ORI S RFIET DV T VBIZER Lz,
TR EFOWIRE (A7 4 IRE - WU AT R) iR, FEEWICIE. AL
FELZWZH 05T, b M2E0mMILEMICBS VT, ZOMEAEELIL TWD b o
Thb, FUTNAEBIL. AOEMNEZFFOPEHO RGNS NS0T, Mk FIC/FE
TOWEL XS BRI 7 VA RIZEEND T LD, U X LEF B OEREIC
HHERRENZFF OO TIIR W EE 27,

T, TANAFRIERRE TEORBLZILEST 5, T ABEMIZED 5 o 7 VIR
BEtEE A7 V—=2 T L, TORER., 20 FEO VT IVIRIRBEEZ DO R T, a2,3-V7T
NEERREEESE (ST3Gal 1V) 23, HROMRIEREE F ORAKIE WS > R ATEZ — KM BB
KED) CTHELUWREEBL LA 2R 2% A LT,

WIZ, ST3Gal IV 23, TAMAZRIEDRIN L 72 B0 E D nEfetd 572912, ST3Gal 1V
DarF saF )y 7T 7~ (ST36al IV-KO) ~ 7 2 &2 {ERL L. EHARIT A2 4F A L
72E A, ZDST36al IV-KO~ T AN, TANARIEEFE LRI EHIALE, 20
Z L, ST3Gal IV-KO ~ 7 A, MEOFRIHIMEO U ALTUEEZ RIS BRNWZ 2 H bbb LT
BYO, MY X L%E 9 ELEFTERWATREENE Z b,

ZZTWIZ, U R LTHR B BEBOEWEEIR Y X A2 OWTHRET LTz, £ OfER, ST36al
IV-KO = 7 A%, HEIRY X A0 L 4z, REMBEIROZE LWLV Z2 R LTz, &6,
RN EBZEH O THH L, Z LT, B FDIORIL, TOIERICARNY XL &2
b, BEREEZRT L2 ENMOBNTWS, £2 T, [uokE - REREOITERER T
b5, BEEKGRBREA—T 07 0= FRRBRZFE N L7, ZTORE. K KO ~7 R,
TN T 2 UGB R E Y, A—T 2 7 4 — L FIRRICBIT D 4 M~DT 7 & 2D
MER LU, LLEDZ E2vs . ST3Gal IV-KO ~ 7 2%, MEIR[EE « KO ELRT U XA
REJE~TATHDLZ ENbhoT-,

MEIR U X AR L= 0wk e oo & L TRbAL D Tk, lERLVEST
H5H, EERLVEAL, OO TREDWNEDTHZ EbMBILTWD, £ T, ST36al
IV-KO = v A D MRk e VT o B O AR E RV N K0 a0 et S 5 i E 16F1



BAME Lz, £ORE, BARITH A, iR ARE 2 ROV IGRL 2RI~ 43 Hh & Dk
9%%Lkoikmﬁmﬁ$w%y§®ﬁém~ﬁtf\mrvvxi\mg KRR
FIHEZR L7z (%FBA 2009-201501)
b, MERPESE - X oEEZ2RT Y XLAARRIE~Y T X (ST36al IV-KO)
X, RERALVECORWEOIKR FE2 R LEZI ENE, KIZ, U XAJTHE#ERIC
BULIKERLELVOEEBIZOWNT, L,

2. REKRNVE VL EHIM Y X ATLHEE

R AR VE DT ANAIEICHE) L7 RBBL LA 2R 8 9 ARG LTfE R, I
RER/ALELY nRNA O ZE L WEB TTHEREEINE (K1),

*p<0.005 (Kruskal-Wallis test)

E 40.96 o I
% 20.48-]
= 10.24 o
=
o 512 @ ©
& 256 6. i (o™
ﬂg 1.28- o)
BHE o6 o T
g E 032 o
$ 0.16- oo o4 L. TADAFAEFH LRI O~ 7 A
N 0.8 dﬁ o mRNA & W2l R A LVE ) mRNA fR
£ 00e] 0 t+ U 7% A 1 RT-PCR
W 0023 "
2 (® )]

ﬁ#%ﬁ& #ﬁ%)*ﬂﬁ%ﬁ
e

SHIZEALVLAALVIZBWTH, BEBEOJLERMBE SN, 2. #BE
WIZE FERERLE L ZEANLE L. Thﬂh%fmﬁ@(lz)%%w
L7zcZ e, EAAVECD, RY X L0 EICEEBELE ST 252 L bLFE
B L7 (4),

1) 6 neH (n=9)

o&@&m4n Y 2. CTADARIEFERRICEZS
& 801 BERLELOBE b MNREFRLE
o vUarrr ok (hGH: 1 [H]IZ 540
g 601 pmol/ 11 # 52 SE) TEA 30 I T
2 Ao ARSI A 1 B 1 EEERRT% O
R 40 i spike %% #HMI L 7=, hGH FEALC
5 0. AR 12 AL OB RO

201 I 2 R LTz,
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