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Chinese Summary H3C/Ng5

AP ERE (iminosugar) A HATAA G YA U REACHTH S B 0 )50 B0 e it . A RleS
VNN AT T i 7S . E IR 1-IAEF B R (1-deoxynojirimycin, DNJ) K CLANH)
N-Fe AL AT AR, WP IIRIEIR T (3 N ugUARIEREAT 7B s i . SR 5 15 46 1 ol
22 W% (glucosylceramide) ARHHH S XS A1 o L e B 7 A= W0 AL s PR BEAT 1P Ao s
HIBEMP 2 BENE (glucosylceramide) A AH I Bl 0 45 5 % 4 2 Bt % & M (glucosylceramide
synthase, GCS~ VAR B0 BEZBF (lysosomal glucosylceramidase, GBA1) Al o4 4 4 b
4k (neutral glucosylceramidase, GBA2. #ixJi, XA Hiib &5 Bt &4 i
ROIHEAT T LS VRO .

B 1 BENG T WRHEE AR A H AT N SN

ST WA EERAEYIETER Y7, HORIREEAR, LU AR RIS,
FERE 22 U4, WFFEN GO0 ML W (AN 6] & SR EAT TR S RkiE . 28 2 B[ L
DNJ 4> FHI& BURNS, FHEITE T SUEERAL (double reductive amination) 1£& BT FE A Kk
FER SRR o A1 ST 2 T LA & it 2 8 A LAE Dy b b B

5% DNJ AL, H AT EBESRAAT A MR Z B W O, B8 3 BRIEIA 1 AR — BT
U6 OB REAL DNJ AT BRI RS, TR & BT M RIS SEAL DNJ RT4EP. &Rk
FEAG I AL T - R PRk I 5% B JEORE W AL SR A A A ) Sk bl R LR SR Oy TR,
Ay 5-HARE, SR A HEAT ROE R IEAL .

GBA2 EFEVEMEBIFIACZA T GBAZ AW TIRe M EAR TR A1, R TE MG IR %L
25, WEFINA GBA2 SEEEANFUE (lysosomal storage disorders, @35 [KJi (Gaucher
disease) 1 C %) 2 [KJi (Niemann-Pick type C disease) HVJtH%. % 4 THIE T N-kidk
& DNJ TR AN A R, AR 1 N- ST 3 e b A s AL B I A S e, JFXS
FAEJy GBAZ etk 4l 77 ) AE W P HEAT T VRO
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CHINESE SUMMARY

HA GCS/GBAZ XU )i {1k (4 0 e W A DA s g A U RS UAE ) 24 T A Ak 73 T LK
71, 55 Bk 7 16 M N-LeEAE R DN A L- SRR RER AL DNJ T4, RN T
HAFy GCS/GBAZ XUEAMMHIFIIBOR . BARHIRZ, AL G YR IR AU H T
7o

56 FEUCTE 1 VUMK R ) 0 00 PP R U W F) o plade A o S P 07 A [ FRD T 0 e
FFOR LG AT B, AR 7 G 36 ASET R S IRIL &P . b AL &P i)
A3 AR 2 BERL AR (GCS, GBA1 F1 GBA2) FIHMEIfER RIL, HAMGEEHFRE (5
AR SCRTIR I BT SE R DN SR ARAR B AR RAR R (M 24775 %k A [ ) S e
BOABE NI FEE

B 7 BRAPMEEL T ARSI SR, FERARIIBE T TAEREAT TS . 2 T H
WHEHERTAD) C-5 AT e ML HE (5 itk 2. WP VRO 1 L IHE C-2 Al C-3 S5#exS T H:
YE9 GCS HMHIFIEERMEENE:  (25,3R) SRR ATREZ WM A GCS HHIH 14 0 2
k. SeAh, @ A HTEUR FEUR 6 SO EXT DNJ ETERIREm, 45 BRI g N B Uk
(s T I AR S e DNJ B3 -
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