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B CEEESRICRIE L, BRELLOEFVREBELEZL SN IRERES I L X7 o — VIMEE
(familial hypercholesterolemia, FH) i3, {&HE ) #EBE (low density lipoprotein, LDL) v
7y -DORBIRIVREET 2HEOFVBEEREETH S, LDL V&7 % —Id120kD (kilodalton)
DORiEREE LTAR S, TR TR OMINE > 160kD Of#L €7y — &b, fiRXETL
DL 2&& L CHEAICERLAENSE, FHItBY3LDL L7y —RERSHREERELLLE L
DBBRAICHSOPITE > TETV S, RARBKBICBI 2EROBYEHASHIRT BDIEKOEAA
FHATHEAEKIBFIZLDL V75 —OEAKERERT L Z0RROBHMEHESMITT 5 Lk
FLOEREROVE LK,

(5H:13 & BT E)

16%% Q18D OF H+ =HAK, S8 5 0 REEMEIFMIEEH W T T OREE1T - 72
OMEERLDL v+ 7% —EHORIE : MlEZ210% 4 RIMNEESUMEME i clRR, ) REH
Bt AR LT LDL L ¥ 7 & —7EHAFEE L, Goldstein, Brown ®F#Ic & *I —LD
L oS, BiAH, BBEERE L. QLDL Ve 75 —DARBREORE : Mlaz ) REAREE
HiTo4BsE g%, (PS) A F A=V TRV R « I NVETY, BOTHEER F 4= VEET
TOWEF 4 2 Lz, HIlE%15%Triton X 10022 LEER caligbL 705, HLLDLvEe7 5 — -
£/ 70—+ A TLE Ty —BASIESE L, SD SESKEI% flourorography THE L 72,

LDL V7% —iEEoR» oA O F Hbs ok, "I - LD LEREMSEEDOI0%LLT

— 243 —




@ receptor negative type (108%), “I — LD L&&&4EH10—30% D receptor defective type (5 %
%), "I —LDL&EAMERIEE TH 555, HIEPICEDIAYD I\ internalization defective type (1%
R s hi, LDLLv v 79 —OEARBEEFE NS L AFD receptor negative type i3 & 51T,
D) MARXEABARENEVED, 2) ARSI TOBIMEO b D, 3) HiEKEIEREh 5 A
BRE L €77 —~DERPBEEIN TS b0DMIC, FHicicd) K#L 7y —RBERIhEHZOD
AFRIAIGD EEWED/AS Vb0, EMATHAT 5~E T EAHEMDICH >0 155D DL+ 7
I —WHRENTVI 1 FRTR2EHEDOF =1 A THR#L € 75 — OBGTERZESH» B L T D,
AEZTEHLE 7Y —BHODENE LS TTHE L TWVWB EEZ SN iz, receptor defective type D 5 &K
FTIRLFTIOOD DL+ 75 MRS TV, 5B3FRTR VLTS —DRBFEEEE - T
W /2, internalization defective type @ 1 FRTRIEE L D PR/NEVWATFROLE 7Y —MBEREh
TV HREE & & it i S hWlIlIR~NORBESFS TR WEF L Shi, BIKFTRLLDL
L7y —EROY 4 7L ORGSR A S &, MIFERILVRFo—UE, b)Y 7Y+ FEld receptor negative
group (RN) 687+150mg,”d¢, 136+108mg, dZiXt L receptor defective group (RN) 637+13%mg,”
df, 94+3%ng /U THHFICEZ B o7, MEHDL — 2 v X7 v — VH receptor negative group
DOFEHBEL (RN vs RD : 27+ Tng,/d¢ vs 39+ 12ng,/df) MR EBEOHE ZIE,» -7 (RN vs
RD :10/13vs 1,/ 7)), '

B 3

REOFHA®#A&EKIcBI 3L DL 7y —DERICIARK, KBk ~0E#, LDL oS,
HEANDOE D AL DRBROBEENE T, BEROHE I Tolleshaug 5 DK D F H+ EHEA K
O data EREVERBRONTHEOEROERIBD SN B - 1ods, KRR THFABLDL LV E
Ty —EEBRVESh, AZRTHBREZAOLD LEAAERIEEOI0BLI T TH H155kD & IE
HLOPPHTROBHA LV 79 —P—EERINIBELHITMBEINBZ I EBHL LT -7, L
DL vt 7% -4 i eRd FHt e EAKOMERSE TICA SN, receptor defective type
i3 receptor negative type iCt LIfIFE T L R 7 0 — MEICE IR 73 H - 7o OB MR OR B O B K<,
T 11id receptor defective type T3 L D L B{LEEE DS receptor negative type ICHNBETH 5 T & 48
T3 EEZI SN,

RXOEERROEE

KEHR IV RFo—VIME (FH) BLDLVv 7y - DRFRIOVRIET IBEEERETH S, &
WX REBDOHAAFH* T8A&&D 5187 fibroblast 2, LDLLV® 75 —0ER%, Hictsd
BRBEORFICL VBT L, F 2BOoREKEVERERVWELLbDTH B, DEDIR, BAREN
5Le75 —DHFRPEELD 5KD/NEL, LrbZOBBBERO0ZEL LIt ikdT 2ERTH
D, TORERMERALDLL 7y —FEHEELIETLTVS, F20Z£R 1}, LDLEAERE
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ETHBOUHBENIICE D AYD I internalization defective type T, BB L7zL 7 ¥ — 3K I 3
DK~ D anchoring M§5 < FEHIFANELFHP L ICKIBENE D TH B, ThoOEROFERRF, FH
OFLVEROEEEZRTOATEL, L7y —BHOESELBEORIACIEELREEE52 5 b

DEEZOND,
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