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Sandhoff disease

K4 SandhoffiCBIF 54— b7 7 IV —5E

(A)Sandhoff FETF NI AMIIBIT L4 — b7 7 TV — A ER. EHRIGHBOBNAR (1) & 5\ Sandhoff
WWETF N~ A (FBE) OBICH L, PLLC3PUE () B X OBl pe2 Pk () THta 217572, BlEAF A ()T
Yefts, Bar=20um. (B)Sandhoff i EE HIRMIBICE ) 24— ) vy — AR, IEHME (1B), Sandhoffik
B AR (B 1oxb L, $TLC3 PR (R B X O Lysotracker (F}) THA F 175 72, BlIAF A ()T
et WEITILREER L TWw5. Bar=20um.
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FLE A Vg HE 1L, N-butyldeoxynojirimycin (NB-DNJ) 7
EOMERREERIER 255 L, BEIREOAEAK L HET
5L THIHBEEEIN S HETHS. NB-DNIH5-SD~ ¥
AT B X KM TORIRE O BRI B0~
AL L TR L, EROMEIT O & Fa oL
AR DY, FRN L LER R R A DG
WTIINISHHEFTHEMPERT S 2 e MEIhTY
539 AR, WKIZ 3\ T Gaucher i, Nieman-Pick i C
12X L T Miglustat 23ERIRIGH 2 T 5.

72, TTF/BET AN AR ¥ = L2 HWTIER %
BIETHEATHEE RIS ESERY VY —LRE
FVEICR L CRA S, —EDHEBREIELNTE
D NABPERE 1B X U2 RO W TR R R SR AN
fihThs.

AT, P4 1E TSD BE HRARAE ML 2 & iPS AT % 46
L, MBI X o THEERIL & 15 L C > 7OV
EiTo 7. ZOREE, EE MM L HE L TmTORCI
LEDIKFARI-TBY, =177 V—=2FEINT
WLZEFHLNICR Sz B L72LHIT) VY — 20K
TIEA— MY VY —2BEHHEI N TBY, Y7 F i
WHA =17 7TV —=20ERZ T &3 720k
WAREL TVWDE I EATRIEEINT:. 2O Ehs, Y
V= LIROMBRMNLNC BT 24— 77 VEER T TS
WREORERFH LIRS =7y MZhbhrb Lk
W,

7. B8HYIC

WA, A= 77 V—2R3L0ETH) VY- LHHED
IRIEHREE L2 Z 1P Twb. FRICTFEBIZDOWT
i, SFEIFRRBICBU L HE AT S 2 L
%oTETBY, SBRRESBETLZIUEENDH L. )
VY — AR BITAHIRIZOVWTYD, TFEBB X U4 — b
7 7 T\ L 7R AT L COIRRE R O FE I 1T
FEL72\.
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