mEED MR A —
¥R B X E A
7y NED OSSR E R B B O
PR & & MEICE T 2 AKBEE DR

FhiamXNEDEE

1. WREM
PR BRI 2 56 T 5 MRMLIEI R 0 > 5 Bb RENEH D2 F Y€ D3
K 3-iH4 GalCeriilt) i3, REORENFORERESE L HROCELL 1Y
ZRETOF P ¥ ST 55 ¥ 2 DL ER ¥ NT 0 5, GalCeril
34 GalCer & 2B 1= PAPS (IEHERERY) » & BEBL U5 2 ARIE T 5 Gole IR O TEINE
MBEBEEC > TARENS, BUIECRABESEL LT H
MoENTWVWB,
FBRE S v MW LD HEL S ERREBREOMLR. BhA T 0%
SR O T, $h, M4 OREBEE I 5w T ABRIENE 2 T, &
ORHE L OBE 2 AR L DTH B,

IT. SRRk
1. PERERURBIL S EER 05 i
Ty B SEEEEDEBRD 2 & UAKIC X - Tlolegils B m4 2 13,
SN RWIGHR TREL L ko FIIFEIS 2 DEAE-E A O —XBT L, PEIY
“ET77O0—RABILTCHEL. TDHDICHO>WTHRZ TN,
2. TEIREIEIE B R oG ik

—122—



RSIR B IEIE R ( GalCery % bYWV ES I K (LacCer), HZ2 bINVR
74y TIY (GalSph) FH k. w-» X/ UGHHEATHEIRL I GalCer). (3°S] PA
PS. BMEBEART, rna7 7o 2 —-280, RIGH. DEAE A-25€ 7 77 v
Y ANTLRIP DS DS ko> CRIGED 2 BEEL , * ST 1,

3. BEORA2HEN3 LY 0GR

WOV RO SR I MBEBBEORA 2B ., 2o08H
DlEELT, —BOREEL ULESRHIC DLW TBERRIG2ITEV. &S
MOEIRE 2 WEL oo BEBNERD 6. NAx OB 200 ak bzt
¢ B OB IE AT (£) &, v(t)=Va,max/ (1+Ka/[al) +Vb,nax/ (1+Kb/ [b]) , [A]—B¥
‘S’f’ii)ﬁ‘é&%Eﬁ@ﬁéﬁﬁft%&ﬂﬂﬂ?‘%ﬂ#ﬁ\ v(t)=Va,nax/{1+Ka(1+[bl/Kb)/[a]}+V
b,max/{1+Kb(1+[a]/Ka)/[b]} TR EN %, 5#, Kal Kbz ZH ak bOKn, Va,na
x& Vb, maxld Zz W Z N DVuax% iR ¥ o
4. w-7 3558 %2 & L GalCer D AR

HEHRN 2 AR O ERROBEREZ AR LI, iI5, w-73I 870
VB w-PIFFAYEBEZRAFTAN-MY LI 0P EF IV (TFAcHbw-7 X
IR E=E % L GalCerd 51972V V' k (GalSph) & UG ¥ @ Tco & ORISIEYH
OTFACK 2 BBEL T\ B % w-7 X 7 JaI M & GalCer 2 LE AR 1o B 60
FAERYEINREFIZ 0w b THEL . CTORBEY2E7 v -RF IV E
Hy TV EelbOLTYUL I,

ITI. #5R
1. 29 M8 520U IR HENBEGET OHR
oMU EO GalCerit 3% Kak Vmaxld ZNh T h 26~54uM, 962~1563

pmol/ng BETH Y. LacCericBIL Tt Knld 156 u M. Vmaxld 833pmol/mg HH

—123—



Thol, ABEOKFE RN 2 KAMIEH & ATMIREIC W THN I, Y
Fa-t FORTH2EL GalCer 2P OIWE TN, VAT NEFIIF,
PP OGM RS OB T onzh i, 1. ALRHL LT 0-7
3 NaliR % & tGalCerid P ¥ W IR RV I GalSphk b BN B HICS 2 D
Botio ALHIMEZEALLF VL HERHRBOR Y RAMBR SN, - T,
COFVIEABEORHBICL - THATHB L BWREEI NI,

2. BlANBEEERORE

5w M BEEL MV GalCert LacCer. R¥GalCerl GalSphdIEIZRE R
BROBR, 3GRA—-0OBARIC LV ERLEnsENY o1, b MBURESKRT
% GalCerl LacCerioE—DWBEBMEMNHMLENTINI,

3. b FMEHBECHY 3 HREMBEERE LAV

VilnsEE B i c RAMRTESRE T, BETHMBEIC X O ARV
RVEELRB3ES T Do 1,

B2 oRBEBREOMFHS > T ARt 2R 25, FURETEY
HPBEL ., 2oAER a-7 =2 b 70T A ViR, $RIFRPTER
ELBAL T o T,

FEAMIBE B P oA RETEH OIS L Ig6 3, PR coRtEEZ» -
1o
IV, &%

AR L > MU BESR T 2 EEA2MMAE T LRI, K
BRONEBRMEIPB RN EHBDD - i, AR XGalSphic < . #
S R=ZARIHY b —R2HRLLZWZ L, BWHELT, ST B-H
SO b —RAHEALDOBLEL—FKORARERMR 74V TIV)2HTBI LN
DHETHB,

—124—



BHEOBS L R Y, FHERECRMAPROLAMESE LIS, IF
BB COTER T vl ZOEBASD SBON, TR S ZHERTF 2E
ELU, 2o iliioBR e BA T3S EX LN D,

—125—



FhmEEDEE
T HE KB K H
B & #H & W &
BoE HBOGR M

& Ol m

FAL M RE 4

Sy brBLLSTEL LERERBEBEBZOHIRE
EMECBT 3 ABEONE

WE{LEREBD—>, #5277 b VES5IF— 3 -5 (GalCer HhHER)ITER
BRFCPEEREOREFENHCES LY., S8 07 7 - ¥ 2 IERLT
B3RE, ZOEBIBEIHONTE TS, GalCer HEIE GalCer 28E
=, EEWRE (PAPS) » 6B 2 BT 3 Golgi BMOKBEBERECL-TE
BREhszd, XHREARSYIBHLLELEL ERERRESBEEORR., b
ASLKZOERARBREICHO VT, i, BroRBEEEMFCH>VWTERE
Z2HANR, BEORRBLOBEEZBRLLLOTH B,

Dy MBI SEBEEORKICE > TIHR Golei WELES 2 RESEEHR
THALL . DEAE B XUV PEIVRBUHFY RT3 AL ORI L-TH
ELBERFBCOVWCUTOMRE 28, ABER a—EL FOFOB2R0
GalCer 2BMBOBEL T3 TNIATINESIF, PPV X IUFIFR
GM2(GA2) 3 WX SM2 DFBLICRBhEdrot, EoT, Th&HF Y FY
FTREBEEEBEOSRIFIOER I L2 Hh ik, HoORBEBERE»HL
EALND, (LEERICE > TP GalCer DIEHBolIcP IO R2E TS
ATHEBERLFERROIWER LR3I B Sh ot FBERIX. GalCer b
CREIB2MBEL e WS 2 DY VR T 4« > XY (GalSph) 2 HEREIAL L 125,

—126—



A—BENEROEEE2RELT30b2hed, EROEEBERBEDR
EPHL OPBHETCR VL, ZITHEFZIT Y I RIIZHESHARR2ITo .
Z DR, GalCer. GalSph LU Y FY L BT I FICRE—OREBEBE
EDML BT h ot HOIV F—X9S5 Y b —AREBEOXF LR
BRI DT, FBEOEHEIB-HKELILAS I b—2E, DBl Ld—
FOREKEHZ2ETZ BB EATH B,

fh5 . BHREEBIABEONEIC L VY BBICBIRESEE T3 - i
LNTHY, FENEEMFEFCOHBRBTUESEWEFAOZIWWI eBHASATY
3, BOLS5—o0BEUERETH S Vilns BBHEBICO W TEBELRANRL
EZB, EHEBELAYRHTCS B o, o TBoERBERIEE% 7
WEoTHABEOURNBHER T BRXn, B2 0REEE (1 48
OEREMBFC>VWTEBERZBELLE 2, FHBEECEE2TTIAMBEL
ZOURNVRBHBEREE2 LI boT W, ABEOREL a7z b 70T
VEDHBEREL, a7z b 0T« VEHOBECLEHERZRLI, LHL
RS, FEMEESECRERSRBE AR, XEREEIBEDTE» -k, FEE
BEMETCOBECEHIS» S LWHY, FRECERT 2 »3B0BREET
MBS AR HET RS S S, |

AWERICHLY., B B, A #RryvH, BRERBEBBZEORE
EUTCHWRAIHEIEER, ABZEOP 74 2F 4209 bbOUHYRERY

BahEr, FEEZCSVIERRUAOHBTIABEDERLI Y > »,
ﬁﬁﬁwmﬁkuﬁﬁ—wﬁiﬁﬁ<ﬁ%%gﬁwﬁ%ﬁ§T®&%NTh%

B MOBERIEBRL BTV OLSOHMBEEN S - fo, HEEZITEREY
BEE2{T- 15, BEZALUAOBBEOTEEEIC O W RET R ES AL >
Ny, BH, BE UBoWNEsRUR, B RDLEE H2croEs
REERVRLESAB LRI N, FHARBIIERBESREORR: L

MELORBIZOWTHIREMALLOTH Y, LUHTL LT OBE2ED
o

—127—



