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AL AEH 7-Dehydrocholesterol down-regulates cholesterol biosynthesis in cultured: Smith-Lemli-Opitz

syndrome skin fibroblasts
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Smith-Lemli-Opitz fEBEEE (SLOS) &, 2 L AF 2 — )L (CHOL) EEAMRADERAF Yy I THAT7T—F Foa
LAFa—)v (TDHC) AT=VL ¥ 5 —EDRBETH 5, MFAT T -G, AT VBOER, FFERE
KTOBREEHNER EOER» S, SLOS TIXCHOL AROETAH 212 b o3, EEEZETH S HMG-
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D AT U= VEHT&RITo 72, RIC, BfER (54 7 1) OSLOSEE 76, BER (¥4 710) 561, XU CHOL
REICBREZRED L2V M-V UL EL N REERERHESFMEZ, 10%fetal bovine serum (FBS) # &
T Dulbecco’s Modified Eagle Medium (D-MEM) H C#fihE%E L7z, 58 F LDLCHOL DE 2 R S ¢ 572012,
PENZIE LT 10%FBS D4 1) 12 20%FBS % 7213 5 %delipidated FBS % f#H L 72, %72, CHOL, 7-DHC 3 & U4
FaFY =Ny ) -V ITER L TEERICRIL, &L s ) —IVBED09% 2% 5 L 52 Lz, Mfgdh A
FU—VGWEHFAIa< 7577 4 —BEFH (GCMS) #HI2L Y, HMG-CoA L ¥ % —+, HMG-CoA ¥ ~
y—+¥, IDLVE 79 —DEERIVFTAV =7 RD) EIZLDHEELL,
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SLOSEBZHDMFETIE, CHOLIBEDET & 7 —B L U'8DHC OEE LiEN% B 7275, Thb 300D A5 10—
Ve gt LA T 0 — Vg 1385 & dmg/dl & FFEEIEE H D 150 — 160mg/dl & ) 227 D&, AT O — L
L 7%DHCERE L OBICIIEELZAOMBBER LD, SLOSES ORMEF ML+ 7-DHCIERE L, 10%FBS %
EUEERTCHRREELSGES, BAT U VOEIPEB B E 2D o7, LA L 5 %delipidated FBS % & $r 55
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ERHPTT7 HEEE, £7:1320 4 ¢ml ® 7DHC 2% 24 R = 5 &, e 7DHCIEE IR AT O — L
D20%FIHE BEMBEL L )V F THEINL 7, Delipidated D¥EE T 7 HEHE L B0 BEE O HMG-
CoAL ¥ 5 —LiEHIE, 22 e - VRO 21%IET LTz F7:20 ¢ g/ml D 7-DHC % BEMICRINT
5 &, HMG-CoA L % 7 ¥ — CIHMEIEIERMEED 17% £ THHI S, ZOIGFIRIRIZFEIBED CHOL 2w L 725
& (42%) LY HEEIZED o7 HMGCAY ¥ —E¥BXULDL L £ 74 —iEH L ZNFN66%, 68% L&
B ERL7H, £OKTIZFEED CHOL iIIE & kX THEEEDS o7z, — 7, BERFIZr baFV—
VERIT AL, 7-DHCIZ X % HMG-CoA L ¥ 7 ¥ —BIEMEOIMEIRI R I35 L7,
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SLOSEEDMFERA T I — VBEIETEEE L V274 VK, FAMETDHCOLEF VI SMERA T O —
VBB AR MER % 2%, SLOSTIZ7-DHCIZ & o TI L A F O — VABRDHIE S T B W REEASRIZ S L7z,
ZF I CREORERHEFMIIC7IDHCOERE * B SETHMG-CoOA L ¥ 7 ¥ —BiFHEEIE Lo TORKE, 7-
DHC I3 HMG-CoA L' ¥ 7 & — BiEM A MG L, ZOHHIZIREIZCHOL & 9 b 34> 7. CHOL ® HMG-CoA L ¥~
§ — EEHEEHIER L, CHOLZD b DIZ L 2D TidZ {, CHOL 25 R#EN7-B{LCHOLIZ & 5 L O#FEDL D
%o 7-DHC b [ 12 ER 1L 7DHC I AR S 22 ICHMG-CoA L ¥ 7 & — L 2 I L T A R 2 5T 5 720,
F 7O - LAPHBOREERAZR > PPV = VR EERRIZRMLIZE 25, 7DHCIZ L A HMG-CoA L ¥
5 — CIEVEIIRISI R % L, BR{L7-DHCA HMG-CoA L ¥ 7 & — ¥ % HIH| L T\ 5 T EeMEATRIB E N7z, T4,
HMG-CoA L %7 % —¥, HMGCoA > > ¥ —¥B L ULDL L £ 7% —&EF O 70 E— ¥ — #8821 sterol regu-
latory element (SRE) &\ #@BOEFINH Y, Tho 3 ODBEFOEEEKIZI 70V — L IZHFERET 5 sterol
regulatory element-binding protein (SREBP) & \» 9 EEEH T2 X o THEIZFIH SN T d ZE 0SB L s8Nz,
7-DHC & CHOL &N & A IGHIENICEN RSNz DIEHMGCoA L ¥ 7 ¥ —X¥ DK TH o722 L L Y, 7-DHCHS
CHOL & 038 { HMG-CoA L' ¥ 7 ¥ — PiEMZMFIT 24/ & L C, BERREHEOEENIE 2 5Nhiz,
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7-DHC (%, #IREPCEE{L7-DHC IS SN 7/z812, HMG-CoA L 57 & —FIZ I 7 1 — KXy Z T T
LH0DEEZ LN, FOZEDNCHOLEHRDETIZH B2 »224 54 SLOS THMG-CoA L ¥ 7 ¥ — BiE DT
T L TR VWEBRO—D EEZ b,
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AR TIE, SLOSEZEDMFEAT O — VM OERNLS, MEBEAT T —VIEBE L 7%-DHC OBIZEDOHE
RO, REFEFCTERTATDHCH I L AT U — VEREEIH L T 5 L DIRFEA /2 ThNnTz, £1L T, SLOS
EEMMESFMALIC 7DHCOEE A I ST, 7DHCATCHOL & 1 357 12HMG-CoA L ¥ 7 ¥ — B iEM 2 %] ¥
LI ERHW LT, EOIFOIMEIBEZHL 2T B O DEERIITHN, post-transcriptional 2 #EF 12 & 23]
HIBIEAT7ZDHCASCHOL L 0 $58Vv2 &, F727DHCFDH D & ) H{LH SN2 8L 7DHC 2 HFIER 2 Ho &
V) 2ODFARNPE LN, SLOSEFICBIT AL ETE, BHBEER L EORERFZHHATHILET, I
F TR CHOL ME D AHEH &, B7-DHCMEDRHICKITTEREIZOVTEE (b o T id o2, &
5235 7DHC ILFE B AR I ERE 2 RIFLEBAZ L2 LD THL I L, AR TIIEENIN T TIZ
FATL T &7, SLOS & CHOLX#IZRT 2 —EOMEDORET T AETER SN TEB Y, Bt (BEF) #iH
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