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steatosis in the liver and kidney accompanied by a modification of
lysosomal acid |ipase
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BNy BEIATMENTHERHIT, Z0FZ RV EOERRIENE, REM. MIRNE@REL SICEE5T5 22 8mb6Nn T
W3, «l1,6 Fucosyltransferase (a 1,6 FucT) X GDP-fucose 75 7 21— R & N-#EARIESR TR D GlcNAc 78
RICEBTOREAMIET 5, Hx DEETILa 1,6 Fucl ORBUBLOBEF I/ n—=r ZIRBILTRY , FEy v
NROBREEOITIZHEET S a 1,6 fucose HEN DL O AMENLREREZBEOONEBHTH/-HIZ, al,6
FucT F7 v AV 2=y /v AR LU CBITTAZ L2 BRE LT,

[ FEEE DN AR

2 ORF #5¢t b a 1,6 FucT ® cDNA % cytomegarovirus 33 X O § -actin ® 7' & £ — & — % -2 pCAGGS DX
7 Z—|ZH7iAF, Slc : BDF1xSle : BDF1 < 7 R REINEH L7z, £ENTZ~Y TV ADEN DL DNA i L.
¥ 7oy MikoTalbFucT F IRV x=my /v RATHDZEHHERLY., al1,6 FucTORBEEZFAD
e, /e Tuy bEBIXUBREMHEOBER2{To, bF AV 2=y 7~ ADOEHERD o 1,6 FucT &4 HIE
L7-fER. MR E BB TIBARO 10 FL EOEMEEZ R L, R, /MB. B, MR G 2 FRE I L Ths,
al6FucT N7 AV =y /vy RACBITIREOENEFTD7-D, IFBY 37 &% SDS-PAGE EXvkE L
7-1%. a 1,6 fucose # A7 % Aleuria Aurantia Lectin (BFF AAL) #HW\C, L7 F T avT 4 v 7 %fTol,
IR E Y = 2 — b OMKN/NERE 2 0B LR light S b2 RYTERD L 3712 Y— ABES TRKERELH
Rboni, &6z, light I har RUTEGERAWVTZRIEERIKENZ1To/%. AAL L7 FrH5 0 itHal,6
fucose € / 7 v —F L Hifk CAB4 & RIS SHTHER, ZORFRERPN LNV FBRRLN, MEY /37 LBEIZOW»
THEERIZ. AAL RUGHEN RAEIL Tnle, ZALDRERIZ, al1,6 Fucl hF7 AV ==y 7w T AOFEE
B CIIBEL ORES L/ ETal,6 7aL MERBINL TWA Z b oz,

@l FucT F7 AV 2=y 7 v Y ADFBBEOUR Z{E->T, ~v bFL Y —x4T (HE) TRELTH
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AN LBEEIT MR, al6FucT b7 AV x=y /<Y ROMBTIE, £< o/MERR B, Oil Red O %
BICL D PHBENERL TOD 2 b hoTo, BIBOEMRMAEMIEIC % < OIEITES EEREM = o/ — F A
VMIBRETHZEPBEINL, I6IC, ETEMSBICLIABE T, FMBIZY VY —2088 8L, %Y Y
Y—APNIZIEENERE L TWA Z & bhoTs, Kupffer IBIZLIEE0EEN BRI, EMEME L& miadg
b %< OREABES A, BRI RESBECHEEN, BEEABETIZ 0D, U Y Y —ARNICIEENEH
LTV Z LRI,

al,l6FucT b IRV x=y 7 <0 AOMBIREIIIEILDR R ENR20 70T, [RE DS WABRORE Tl
EEZ LN HRNOIRERBHERO & Z KBRS 50 R0, ERBEEORS &5 LT, IFEE BT
W, YU Z YRV R @avxTFe—iu, BHEREMNL TV, Bl FE» oMy LZEEoEE s a<w h /'S5
T74—Tik. NI ZVEY FEabAX7a— ALz RTARELIBEI T, TRODIEENERETIOIA =X L%
AT A7, [BRERBICET2BRBIOMERS v Ry EE R Tl lysosomal acid lipase (LAL) 0%
HRFEIWZET LTV, MTP (micrososoaml triglyceride transfer protein), HMG-CoA reductase. carnitine
palmitoyltransferase. free fatty acidsynthase, acyl-CoA oxidase (Zit, LB RSN o7-, ZOREIL. ik
FRBRLETEED) Y Y —MMIEE L TV EBERE—HLTWS,

al,6FucT F 5V AV 2=y /v VAT LALOFEER 7 2 VAV SR TEEBME T L Z EBFRENT-OT,
9. LAL O 7 a2 HBIZ DO TR, RT3 — b5 LAL 2@ 0BTl L%, AAL L7 F ok
CAB4 il Z VT, al,6 7a /A LOREZ LB L, EEVUR LT, al,6FucT 7 AVxz=y s~
TADHN AAL & CAB4 LIS LEDT, h IV AV 2=y /<A LALOERE D 7a i {bEh T3S
TEBDbpoT, 7avMLORE L LALEMIZ YD L S RBREIHE0ERD7H, o 1,6 FucT & LAL OEMH
ERIFFHICRIE LTc, TO/RR, o 1,6 FucT & LALEHIZARICIHET 5 Z &ddbhofz, ThbofEREN 5, LAL 28
BRIC 7 avibd3n g SFERIHEIEND Z E PR EnT,

[#53m
FESZ NI EBEHO T IZFET 5 1,6 fucose DABZEMEELHAOHICTE-OIZ, al,6FuclT F52Yx
=y AEER L, 16 FuclT "RV z=y 7w ADFEEBBTIEZ 24L& N7 lysosmal acid
lipase DIEHETICfESTY VY —ARICHHEIEE N ERET 5 - L BTRRENT,

RMXBEORROEE

FURyEIAMENTHEFHIL, E0F T EOAIIENE, REME., MRNESEREICBST5 2R mbNT
W3, «l,6 Fucosyltransferase (« 1,6 FucT) it GDP-fucose 5 7 21— 2 % N-iE S BB SO2 TR D GleNAc 58
BB TORIGEMBET 5, ¥ 0 BHEHO 2 TICHEET 5 ¢ 1,6 fucose FEEB ED & 5 L AEWFc B% %
FOoDOhEMBATHHIZ, al,6FucT b7 AV x=v 7w (01,6 FucT =7 X L&) % {ERL L CHEFT L 7=,

1,6 FucT =7 A DI & BRI B D TIEESEIICRR LR LE, L2F 7oy FOKR., 1,6 FucT < v
ADRHE L BB TIIEEE OREZ /7 B Tal,6 732 UEREINLTWS = & Abhhole, kS 88T,
a 1,6 FucT ~ 7 2 OfF#iRE &EALRME LRI EICEEN %< DIEENREEL. VY VY —APICBELT
WHZEWTRgBEINT, EEEEESWLIEBR, NV Z YR R, avATFo—Lx 27 LGSR Z L <
Wi T, [REMT 2BER A~/ R. lysosomal acid lipase (LAL) OEMRAEEIETFT LTV, 1,6 FucT
YURAD LAL BEFER I Y 7 a b &, o 1,6 FucT & LAL HEHIIAICHBETS Z L bhot, ZNHOREE
25, LAL VBRI 7 3 AL ENn D LIEMRIRI SN0 D 2 LR STz,

alb FucT bRV =y /=Y RO EBIETIZ7 2 UL &N - lysosomal acid lipase DIEHIETIZ -
TY Y Y —ANICHHEEENERT D Z LT AN,
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