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F3, Bl AT 1980 KD I twitcher & I
X% gale ODZERERICI > TR BREED
mouse mutant Z R R L F L7=, Dk, 1990 F1XI
AT knockout technology (Z & > T bgal ®/KiE~
T AEMEY £ LT, HAUZE ST, 70 FEROEEE S
B 72 AR % SEBRAOIC RN D D 2 E N AIREIC 7R o T2
T, 2%, BHERFAED Twitcher mutant & A
THNZAES Tz bgal R~ R L ZHITAEED Z
LIZE - T, ZHOO#EEFOIER & mutant, =2 TOD
MAEEEIEDL Z ENRHRDETT, 22T, £DY
Ke, FLOMFFRE~H RN LRTLIZE o ThEIL
B2k > Tl J7 > p-galactosidase 73 EA=AIIC K
BHLTADLI~YURAEELZENHEKRELL,
lactosylceramide @ &% EFEIZEAT DR Y | FERILT
F8i# 0 ¢, galactosylceramide, psychosine, GM1-
ganglioside 5 /3 fift B 13k & 97, lactosylceramide
DORFEERETTNIEY £ Lo, BER, JWEL o#THT
R TN T ZHBRED & 5 [0 13 2000 4RI A
LR ZEOFwm X2 T8 < 723w (Tohyama, J.,
Vanier, M. T., Suzuki, K., Ezoe, T., Matsuda, J. and




Survival rate, %

110
100
80
80
70
60
50
40
30
20
10

Suzuki, Kunihiko: Paradoxical influence of acid
B-galactosidase gene dosage on the phenotype of
twitcher mouse  (genetic  galactosylceramidase
deficiency).

Z T, lactosylceramide [ZBE9- 5, Z D FEERASKE
DOHBNTELTZDITTTR, T Lo R8N
Y £ L7, Twitcher ~ 7 & (galc K$) & bgal
7T UMY AL BEOBKRTOAMELRT
3, >F Y homozygote 7ZiF235JE L. heterozygote
D=~ AL, B O LUV Tk, IER & mutant D
B E2—2 32> ThETH, REMTITIER
< U AL RFIB DI T, Fex OTEL BN
A¥EZLTH ELHLOEMBFITHRWVWTS
heterozygote DA ITFRBITITHE L R & Mo
ThEL, &AM, BIZZEOTRITE N
ET TR TR KB 254~ OISR D LB Ky
BENGHM LIS E LT, PRETEH, —
MR CIX TN Z L0 £ LTz,

Z DI B MR E2 ZRICANLE T,

1 GMi1-B-galactosidase (bgal) DiEfxF7% 5 &
HIEH . AATZITIES WK, D5E O twitcher
~ 7 ADELF R

Human Molec. Genet. 9:1699-1707, 2000) .

e T CRIOTIITTEN
_ ’-_ galc -/-, bgal -/-
i " " n=25
I‘- .‘:
i galc -/-, bgal +/- % :--.
n =46 E .
i :_ galc /-1
- bgal +/+ :
i s (=twitcher) .
= 4 n =39 "%
»* .o answ
| ] | 1 * 1 ] | [
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B-galactosidase 7% [Fl BF (IC K L 728 A 72 (1
lactosylceramide @ F&% ERENEE 5%, & W SIGH A
e DT OIZEFHEEL L F L7=dD T, bgal 2AK4EL
T T, galc 7% heterozygote DIFAEIT & A HIA
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i 2nd Australasian Glycoscience Symposium (2nd AGS) (2019 429 A A—A ~Z U 7 - |
P T T L= R) CIERKRZEOMAMNEKE A Early/Mid-Career Research (EMCR) i
P Award BEAZESNE L, BICEDTE ) T&VET, ZHEZTAKLELT, k4o |
PO RO AR SIS oW TR S £ L, KEOI A O SIERENSELET, |

(mEZER)

Fully stereoselective a—glycosidation using macrobicyclic sialic acid donors
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