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E&-GE) K O2 OB %
sHMmomME E = B I
A A = 5 4071 =

FFEOHM B HIS2H£10H 3 H
FURSOBRMN  FAIRANE 5 5558 2 HE Y
FHHXER FEFMIEF—JRCOVWTOHRE. EVBERICES

Rt SRS BT MRS BV
SAEEER B N ek
(Bl

woBORA ER s % IH &

(B ®)

EPLEERI 04,47 Bis(B -diethylaminoethoxy) e, 8 -diethyldiphenylethane (DH) = & - T FTi fi,
Rk, MILTOEE & 612, FP%Z I3 CofE4 OMMMIRRIC I ) V REEWAETEL, Niemann
-Pick i%IEMLD Lipidosis #5384 L 720 Z @ drug-induced lipidosis DAEA{LFERFEIE, A2 3EA
AMEEL, 2> THREZBMBIEE Td 5, Bis (monoacylglyceryl)phosphate(BMGP) &
phosphatidyl inositol (PI) A"+ 32 & Th 3, 7 v MIHITI2HHEERTYL, BUlOEERIIE
Z L8774, BMGP Ozt Ml RTEHTE PILVE~HER T3 {¥IN¢T, DHS
kB ORIEL © MEFIZE LIZA2ICERATH 5/, ZDE I BERIE, T9 A MlEAFE
BLLEVEMRBEELET A0 EILNS, 22 TCELIIE MIKVEVEREE L TAH=Z7A
&RV, DHIEEIZ & 2O ISE £ ENEIL, $12BMGP L PILOE#H %, k&L VT v bD
BAE LB 2, S5 R BWHEICH T IRMOBRE L ZOBRMEBIEE(BMGP, PI) DB% 25
AizL, BMGP & PIOZLOERITDWTHREL %,

(Fik s L UHER) |

v MEBIO D HIRAR132.5ng/kg - day CHRABEERNE, 4 7A~2HThH3, 7 v MIZI320~150mg
/kg ~day % 1 BB » 5 3 7 A#HE, +viciy, ¢ VERRBRIZE W4 ~12.5ng/kg -day % 1B~ 518
ARG L, HRE I, BEERICE > T AR 72, IEEOMLIE Foleh ik, BES
WIEgsrau~v 7574~ (TLC) - WBHEOMEETIT >/ DH& L2 ONEHPNE, ZXkT
TLC(C/M/NH,190:10:1.6 =C/A/M/HAc¢/W 100: 40: 30: 20: 12)TorBfk # 7 L THIH L & 512
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HAr7AT  NT5T74 —TERBL .
(1) FFROEMERIIOVT

t N CIEDHZD OFEBIOERE ED 55, 5y bTRBETNTRERILME L TEET 5,
FUTIIKBIEIOEREIL T v MIHANES LD (RFBEDS5 %LIT) #° N—B7 V3 vth
(mono & di) ¥k MZL £<,DH#%1 ¢ LT, FHr FT0.70, ¥V TIiE1.13Th %,

(2) BBEECENENLIZOVT ‘

Sk, PMZEFOTEIFRBOILAFO—L (FiZfree®), N7t 54 F, MBIEELLIZ
BT 555, b MEFICH UBETH 3, YNtk sMESIEEE L0, DHIRSE L b 1C,
PIDERIZHEINT 52 & T, #2858 7 ALK, RBIBEROEIGIE, FH14.7% (xH84.8% )12 L
TWwb, 2L T, BMGP 3 RIBHRS LT, FRHIIIMINE T 4 %REE (H80.3%)T7 7
F—zEL, BREPIEEROREL Ty METEZVWIELHITH S, b MEFICIX, PIoMIDH
FR¥EDIzA SN, AREFIEHIIED LTV A, BMGPIZHFIEL TH a5 1ML T i, & 36T
EARE %6 7 HOBRSE T, BRBRETROM30% (IEH0.6%)i2bEL 2 727 v FTIE, BM
G P IO &K %1320mg kg, 8 BIREHENT7.1% T, PLIIEAR (100mg/kg) 5L 2w LML 5
PolBELY, ZhSBEBIEEDZ MFNORGIZIE, EURBENEIILII 2L VDL NHR
Dol LEOERLSDHOMEKIEEEEDOKBRPENICAZ EZ TP IIZEFELAA VT L
Z(microsome) DRIGAHEZ Y, ZNIZHKEWVWT BMGP IZBE T 2 4 VA % F(lysosome) P HIRT 3
ZEFRBENS,

(3) ERMEMEIEE(BMGP+PI) L EEEEOMR

Il ORISR ERE( BMGP +PI) &, EWEMEE(DH + 2 o#) O/IZIx, SmiEick
%% CIEQHREA R 5 N, FFBIZ BT 2 BWBE OB A Htdh 12, BIEMISERE 2L 5L,
BV ERERE S E SN S, HUEMBEL0.1% %2 5 L S LBMEBISEDHEINSEZ) 20
PR, APHEICER 2R FENEEORZ 3RFEE L —HT 5,

(4) #IVEFEE%0.25M Sucrose, 0.lmM EDTAHCHRES 4 X UM HE % 1T - 72, 10,000xg
THBT 5B BIS lysosome # A ¥l mitochondria FEIZBMGP A% L 2L g hT W/,

CHE ) |

(1) AR EMERE - BIESIEE( BMGP+PI) 1213, #fE 1 mA% I H 2 BHENTE W

BERMRATEFEL, 7 DIRFIBE (0.1%) 3B FEMICEHLE/LORZ 2FRRIBE L —BT 5,

(2) DHOBEIZL->TEFPLIZBEZL 24 VA A F(microsome) K L, KRWTBMGPIC

BEE LA NT A T(F%Z 5 < lysosome)lZ &k » TEMORAE, BIEEE -IINEELI T2 b B2

EHRBENS,
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AFwI, TEIETEAN4,47 Bis ( #-diethylaminoethoxy) a, 8-diethyldiphenylethane (DH) (2 & %
drug-induced lipidosis DREMF 2 BRL 2 DT, HELBRIEMIEE TH % Bis(monoacylgl-
yceryl) phosphate( BMGP) & Phosphatidyl inositol( PI) O 3fl#%, Z & Lipidosis M 4{bLFRIE:
MTHEZLEHLSPIZL, ThEDELIT, MBI L-TES LI RLZY, ZhizgfEMIcs
T ARMIRBRENZRIZE 5 2 L &R Lk, & 5IZHTHRIC 51 AMIEMISH (BMGP +PI) 0¥,
- E#H(DH+Z o) nEEE L, DWEICERFRICIEOHEME T2 2L 2RAL

IS AHBIE, FRRBORBRERF LML IZLADAL ST, ZOMEOFESE DH O X KBS
BEDO TV VIEEROENIZ H T 2 EEELZ S 2 1L LEYRBOFEICFS T 258k
bhs,
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