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310 I FEERBIER

KIMMEL FRT L0 THD. BETFHOLDE

FHEIDSTERWE &k, 7R THIERITS.

TN b ABRUIEIAE S F X SaRitLH b

DTEY), RHOBRUITE A72HIBRT 5

2-2-2 BIEHETIVY b—ARTHE

o=

T NVINIT—YiETI NI b—A1-) VB T
=R 16-C A VEER WM T 2BETH
5. FIEH, & PMBICHEETAETLVRII—EB
(R23®) oxBIZLBLDT, ERshzT7V
7 F—A1-) VEEOFBWEIZ L WA OERDFEE
TLLYEITIIEDLDOTEINLREETHS.

o FHELZT (ALDOB) ORTEIL 99223 TH 5.

B EQFRAEIR
ETEHIIEETHLY, V7 b—ART aiolE

BUZ XV ERDVFERENE. BEFEVIZIEERETD

5.
HEERIIAS 2 b —ZAME TRBELTH ), #E,

WHAR, B, FEMIAE, SHEME, JuhA

e EOFERMAR SN, FHEKR, K HfnfERm b HIE

T5. 77 b= AERDHIE S v E FFAEDNE

TLEGHTHA.
EHEIIALBH DRI RERE, 7V b—2ER

BOEL, EHCEMEEIRDSA SN, KREICIFEE,

P, ERMEEEISHET 2. '

W RE

FEECRERREY, SREEEE, KOESAS

N5, SILBRINE, BREBIIED AT 5.

m:
TIVES—¥BOERNEIZIIFERPLETH

LDT, BRIZFREVMELRSING,
A
INT =R, valEEREARERTELT S, g
BEIEHL D S akE T b —2OERNE SR
WEFRITRIFCH 5.
2-2-3 AEEM T ILT b—RREE
o B '
oif7 vy ¥+ —ERIBE (FK R23®) 1242
BHORETHA.
ORETIHENENL TN F—ANB TN h—2
1-0) VERICEBR SN VDM FR L, Rk
WZEOFFHRES 2.
BRE-E
RETCEICHHET, 7o~ bS5 74 —FETy
Vo b= ADHEREZHEET A, ERIZR VO TEEE
T,
(K fiE)

(3R]

1) Chen YT : Glycogen storage diseases. In ® Scriver CR,
et al (eds). The Metabolic and Molecular Bases of
Inherited Disease, 8th edition. New York : McGraw-
Hill ; 2001, p.1521.

2) Kishnani PS, Chen YT : Glycogen storage diseases. In :
Kliegman RM, et al (eds). Nelson Textbook of Pediat-
rics, 18th” edition. Philadelphia  Saunders Elsevier :
2007, p.601. '

3) B{EHED T — ¥ ~N— A Online Mendelian Inheritance in
Man (OMIM) (ZEFEBOBFOBREVAFTE, HH
T&5 (http//www.ncbinlmnih.gov/sites/entrez?db
=omim)

BREL - D NEE iR

1 BEEEZ0ORE

fEE (lipid) &, BHEEE 72w igEttoh il
B, ) VB EOBEEPOWTELBIKEIZ R -
BEIRE BARE) LiioEshs (B24). &
MWAEE E LTt 2300 EIHEERZ Y ka— Lk
IATNMEE LAY ) &) F (TG, PileRs) &,
VAT a—- VY BBEI AT VS LIV AT
U—NWVIAFNEDRDHE. TG S—POEHRIZ
D, D7) FhosE/S)ERE) FELRSE —FK,

BEREEE, HE&TrBBEEOEEICLI->T, VU
B, WEIE 274 IRERENHL. ) VIRED
BT, YU — D1, 2 OKEEEIRIEEA,
FLT3MICY) VEEDPHEBLIARR T 7TV VEER
BHEETHELDOPB DS Y, Jhuzay »Ho(
EERATFFINTAY Y (LYFY), Y= LT
RUBDERRTFFINIE - NT 3y, k)
VDL ERAT e FIUNEY R ELIFITNE A
T4 VIRREIE, AT 4T VERSEEL
A7 yTITY e, L TOYFREREET S
AT 4 THEEND 5.

TG D%EE LT, TG I3EKIZE s TR LT —
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REHOBEH"
o m v
'° IBRAE, @G
5] Foq l?
HO™ Y™ =0
ILAFA-ib AVAFO-=IVI XTI
R
FUTURYE  UTUEUE  ESTURUF

Hz(I)—O—CO-Ru Hz?—OH Hz(|3~OH

H?—O—CO—Ra H(I)-0—CO-Rz H(')-O—CO-—Rz == H(‘3-OH

H2L—-0—-C0-Rs HL—0—-C0-~Rs HL-0H HL—0H
(Ry, Rz, Ry LABRFEED 7 /L% JLEH)

R 24 REEEOEH

(A = RERHRE. WNEE SO TLEE 2002 p404)

OEFEDT-OIZIEFEL, £& L CIEMRFICKEID
FEIhTBY), TRVE—OLERIE TG IIdnK
FREINT, BBIERE 21, pEMEEIh T AN F—
EEIZE . TR LT, U VRGOV A
AREHE (I bavNY 7, 370V—L%E) D
RO DOWBHRBS & 2> T 5. MBI 2
BOREEIGERY, WBIEAA77F I VY
J=WT IV, FAT7FINEY UHEL, B
BRATZ7F PN X7 4TI HPER
T, TNV AFu— g8y ALER &5
B oIy >~ (B8 & 7)) 7THBOREEEAS Y
Bz Lzdb 0T, A7 4 THEREE L AT
O— %% EATVD, 2N LT, IV ATE—
iz VEIRE L ERRICHIIRBEOBRBEA Th b L &b
W, BIBEERVEY, HALEY JBHER ¥4 3
VD REDEROEEL RS,

o MIEREE S U RER

LyFy
Ha(,}—O-CO(CHz)uCHa
HC—0—CO{CHz)iCH=CH(CH2):CHs HC—0H

Hz?-O*CO—Hz

MEEROEEL LTE, IVAFO—j, ILAF
O—VIAF N (2 LATFa— VORRIBET A7 V),
TG, ) VI8, wHIEIFEE (free fatty acid : FFA)
RENHB.

v hERLAAEO L AT~ E FFA D 5 TG
AR ESNT, B EZ NG, 3612, NE
PORNENIBECH CHEE R & LICHICE
RSN BB % IR ko ClRIL7- ), B
PLHRETIANF—RELTHALLT A1
i, mERrEHRInidnidzswn UL,
TGR AV AT O— VI A7 VIFEREBETAE (ZFHH
M vaizeh, ) R&EH (lipoprotein) & L THET

f8E - Uiﬁ%lﬂf‘é%fﬁﬁéﬁg 31

JLyFy
HzC’l*O—CO(CHz)uCHa

0 l 0

i i
HzC—O—lID—O—CHz—CHz—N“(CHa)a HzC—O-—G|3—0—CH2—CH2—N*(CH3)3

0 0-

27490 IER
CHo—(CHabe~ o _ o~

H

e

0
]

\?H~?H—cw~o—$—o~cw~om—NﬂCHm

OH-NH 0

R-C=0 _

S P k% AT

Bk ™ surface
%mmﬁ; i R

) @maLxra-n
GD:H/X‘?‘D—ILIZ?)L}
GQRYTYEYF

core
lipid

25 YFREADELRBEERE

surface coat (CIE—~EDEET I T ULY KNHEEDE
PETWD (=) OT, ZZHUKEAUNN—ETYBZ
EDNTES.

(A 2 RERHEEE AHRESE S0 PILEE L2002
p404.)

B, ) ARBHOEAMEY, B250R 02 E S5k
ROKFT, BAMOTG LIV ATU— LI AT
PEOESICHFEL, BB ED) VIEE & deEt
IVATUO—NVRORBIBOBTINS P ad il
A, SHLUIMBEEOERE (7)) KEH, THE
HERE) POVT, BELRKROKNFORTHEF =
mhTwaA, JREAOREBRSTH A VIREIE,
FELTVLYF Y (RRT77FINAY YY) EXTA
YIIXY RN, MO LERETH S,
Mg E R, 7 REQMER, KE, NFY
A ZXDEL D) REQHRTHEFET S, ThoDy R
EAE, W OoPrDLEODRLLZEBET TERHD
BELCTEEITYCEICE T, DT L) WHpHES
b (3 28).
®O# 413~ (chylomicron)
@R E ) KEH (very low density lipoprotein :
VLDL)
@ HIE) FEH (intermediate density lipopro-
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312 | iEENHRES

tein : IDL)
DIKLE Y REH (low density lipoprotein : LDL)
®=EE ) KEH (high density lipoprotein : HDL)

HDLiZE 512, kI RECEWVWHDL, &, X U/h
ELCEVHDL 2T 6hs.

COREANEIL L A K REHOHEEITERHE %
ZL, BREBLBELSHLZELS, HERETIHS
Wb b Ak L TEREKENESAVWONSG, 20
BREXBECEEAE LT, v —R, Lra—2
Trr— M, THO—AFN, FYFrINLTIFN
7N (PAG) 72 &9 B D, &l Cid PAG 7 ua —
ATNHEELCRAWLNTWE, hA eI 7 a0 idEA
el Eh, KBShANEILL-T, aVREH
(HDL (2#824), p U -R&H (LDLIZMEY), 7huo—
AFNVTORBMELEEIZL Tprep ) F&EH
(VLDLZ#HY) =33 sh b, 72721, PAG BRIk
BT, F)REHRMELY) DR FH A XL oT
BET 5H7-%, VLDLE LDL & b & B 2 < (2 ikEy
END. ) REEIIREEZICIEERE HLTaL
A7u—), TGHEMLFEERZIT)IZEIWIZLY, Y
REROFE LTHRIEL, #hE2 7YY P A—4—T
Ax vy o35 BRIKEIE) REHOREEET
L2L50TiE R, FOYREAPEMLTWEDLY
EEINRARD 220D DTHHH, TVAT =)
TG CHEN L EARPBRENETTAE, Ththo
VREADREREYEETAILPURTHS. &
#E A7 a< b5 7 ¢ (high performance liquid
chromatography : HPLC) *# &R & ® (nuclear
magnetic resonance : NMR) % () REHEE
RFFH A XFHETAHZLOERTH 5.

F28 BEOKRICLZIZRUREQOEREER

3 IREOHEE, RINEARTER

3-1 MNBICHIF5RERER, JUAFO-ILD
BNDAN =X LENAOZTHOVER

BERILL D ERENBEERIL, BARATTEH60 g/
H, BRRATIZI120~150g/ATHAH. DB
BEAERTGTHY, 100 %W ENS, AH
XD ERSNAARER NEIGSEIZELBRETO
WWATER L, AEPICE T hAKEOREETYE
EhrenVarehsd, ZoxwvTavid, N
Ll DY 78—, RAKRJN—-F A, TLAFO—
WIATZ—ERhEDERIZLY, TG HPIKSHS
., FFA2 3 F53ThTE/ 7)1 Pz, LI F
JENVLYF UL, ALV AT E— VI AT VIR
TVAFE— VI E TR E NS, JEH OB,
VLY F Y, B 7)Y R, FFARWT L R
EHRIE LTEE, BioZ<wvYa v 36108
PR 5

—H4, ALVATU—NVORIUL, BB TYwE
B FEABIZ L o TI LA AHENRTVANZLD
KESELD, BPRELKEV. TR, mfa
LAFa—WELDL %2 E0) REFFICHEAANLDS
NTEH SN TWEY, ZOHRELT, FFicBnT
ERENL ALV AF O (400 mg/H) OIEHIC
MNEPLRINENDEFEHROILV AT -V (B
400 ~ 500 mg/H) BLUEHHEFOIVATFO— )
(#3800 ~ 2000 mg/A) £¥dH5. L FTIE1IAD
720300 mg DAL AF O — VERFTH 50 %, 3,000
mg DRKEBHTIE7 — 44 %R E 5. Lol
IVATFO—-VOBRNUZIZBAENKE L, 7REH

U HEE Af4O%sOy VDL IDL LDL HDL. . - HDLs
HE (g/mb)* <0.96 096~1.006 1006~1.019 1.019~1.063 1.063~1.125 1.125~1.210
HA 1~10%x10° 5~ 100x10° (3~4><10_6 2 ~3x10°8 18 ~36X10* 15~ 18x10*
BE (hm) 80 ~ 1,000 30~75 22 ~ 30~ 19 ~ 22 85~ 10 7~85
F7AHO—2AERKE B& pre B mid band . B a a
B (%)

INUR7RVE 2V 85 55 24 10 5 4
AVAFA-NIAFN 5 12 33 37 18 12
WL XFO- 2 7 13 8 6 3
JEHE 6 18 12 22 29 23
TRER 2 8 18 23 42 58
WET7HRED (%) B-48 (23%) B-100(37 %) B-100(78%) B-100(98 %) A-l (67 %), A, A-ll
A-ll (22 %)

T OO T HKER A-l, AN,
C-li, C-lIl, E

TELSKHRBEERARNETHDIY, AATEHEEE L TR TW3.

C-li, CHil, E CHI,

c-, E C-lil, Cll, E G-I, CHl, E
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FO—VIZRERNBETRINEND EEZ LN TEL
B, FOSTEBIIBREIh oz MEIZE
FAraLAFa—NVERNOMERE L THES L
YPFITHERTEY -7 v Mo FRABETHo
B, FDBROBITIZ L - T, Niemann—Pick # C £l
T/RIET BBIEF Th S Niemann—Pick C1 DIHFE
¥ L THEEL 2 L7z Niemann—Pick C1 like 1 (NPC1L1)
ARBETHOaL AFu—- VIEIUCES L, T¥FI T
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VAFO—- VOBEORIREHET AT EPHLPIZ
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L, NPCILI K~y ATIEa L A7 a— VRIED
EwLTwi ¥ IVXFITEEHARTY2OT
L AT O — VIR & ] L 7245, NPCIL1 KB~ A
OV ATFO—- VR ZEF I 72 /%5 L b EE
ENgholzl bt METOILATT— I VIRIL
12 NPCIL1 2S5 L, =¥ 2 71t NPCIL1 & #4&
LTalbA7u— VIRINEHFIT 2 & FE 2 ohiz.
INBIBITL AL AT O — VIRINOKEF % R 26 12
A, BEERRBILUEHEROI VAT O — T,
REESRICH HIEHEROBE TI ks h, 20
#5150 %ASNPCILLIZ L o T/MNB EE TIRILEN S,
AL > TIEfbEan T v ATa— )
i, BEhihneEZz 6N, B VAT
O—nid, 7oNWCoA- 2V AFU—NVMT VT
VAT xT—¥2 (ACAT2) \Z X W EERPREE LT
AVAFU—NIATFNVER S, BILE e &
T/ 70RY N, NERE RN OEEAMIE
TTGIHEERINS, #laNoa L A7u— VxR
FAETGIE, I7uvy—2abYyryity FigEEH

[t

/J\BB L BT $RE

ﬁg-uﬁﬁaﬁ%%ﬁg 313

(MTP) OEHT7 RB-48 & & dblchfu3ruy
ELTEAEIN, )y RINETwENS, —Eoa
LAFUO— LRk I L AFO— 1 (325
O—)b, #vRAFH— V7% E) id ABCG5/ABCGS
DYERNZ & ) & A ~EHR S 5

3-2 FFCHBIF3 VLDL DA N X L

FrZBwTid, BHEBES KL S OlRIFREcO 8
SNMRE AL CHA L FFA®, FATHEER Y
PHOERINFFAR S S IZ LT, #EEL 7o IgRhRe
137 )V CoA & B B % (acyl-CoA synthetase :
ACS) Lo TT7 I NWCoA LR D, W DhmBIE
TETCTGHERINE, ¥612, FTIHACAT2 O
BET, JVATO- IIRIFERE AL TaL AT
O VIAFNUAREERESNE, ZhDOTGRalL A
TU—NVIZ7 VL HEMEETERE TR
B-100 £ &4 &, VIDL & LTARL, HWEns.
COEEIIEMTP 853 545, MTP D&EHIR
BETIZ/NGETOI AT I 70 RFTOVLDLD
ERICEEIREI Y, FERHMERME S /NGB X OHF
ZBITE TG OERI R B,

3-3 HifaA T DREEDFIA

BT HH A 03702 VLDL % ¥® TG-rich
VREBRL, BEE, LRI O EHmME K F
ML TSI, NEMRBORRIZAT VBT O
TAT AR ETHESELTWAYREH) -
(LPL) 2 XY TG Ho2SMAKRD R Z1T 5. iz
Lo THEUZFFAEAEMREZ &L T, Stk
RERGAERR VLD AAE N B AS B U4 O
FBIZHUY A 7z FRA W pER{b Sy, ATP A D/
DLOTANF—RE LCHHAING. —F, IR

j

—

p— Pl
o 3

v
S

== IaLAFa-i

= mim

== 31t

aJLAFa-—-iv

R aLAFa-NEl ot __ S
5’5& ‘ == TG (CM) >
SEEE o == :u/z-}m—wlx;)b

_ abLXAF0O-—ib
(KR 5o - )

CABCA]

26 JBICBHBHALZAFO-LIR
(EEED ROHF
MTP: 270V —LtUT Ut FEEE
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B, CM:#1a370>, ACAT2: 7%

JWCOA- ALAFA—ATINET X
717-¥2 LDL-R:LDLZ2EHK
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WWEL DA N/ FFA L, TG & LTHARINCER
ENA. ZORBHRBICERSNZ TG IE, HERHZ
RNVE VEREM ) S—F (HSL) ZEDY 3—EOH
X CHESMBINTFFA & L CHRSMCRIE S
70~90 %BIXTNT I b, FENIT)RERICHE
AL zEiTh, 50T VTR
DWITHIRAOBED DO E LTERS S (B
27).

7o) FFA OAEHERIT 23 ~ 41 %/5 L E b TH
vy, F 77, A FFARBEIZHSL A v A ViZL Y,
KL BB %5 FFAOBEIEERER, A
DAY R EEET A ESBRESIN TS
FFARBE* TWAZER: LTI, 4 A ¥,
PGE, VR MAVY, 74795 RE ZaF»
Rkl ke ¥ 0idh ), FFARE* LA ERE LT
7 RLFY vhEDrTa— LTIy, BIBRER
AL EY (ACTH), 7 VATY H4uax> v (Ty),
NV TV, AFUA FRVEY, AMVA, ES
fligr, BRE EE), FA T4, L- KR EEH L.

—F, wru7 =TT AARYI Y —ZFE
AL CEMLLDL 2 EOZEHLDL R L AT~ PR
EBH (WA4u3szarlaty by 2SHEICED
AFh, MfaR T KREAOEREIT) VY —LT
BBENTTI/BEERY, ALVAFO=LI AT
b IS RES R Tl L AT O—VER D, &
OB L AT 11— )Uid, ACATI Oy % TR (£
WAL VB RS LTIVATFUO— VI ATIE
0, BEREEE S LGRS LS. MIRRNICIX
PRIV ATFO—VIATI—ERHY, TLVAT

G

ReRAHELE
FFA
ATGL/CGI-58 MGL

HSL HSL

TGH HSL TGH
TG=> DG MG > 71 0~V FFA

N -

FFA PR T2 REE—

VLDLBZ Rk
VLDLBRE

bl w8 = DG VO N a iy

O— VI AT IVESRL ClEgED L X7 0—)V L JERE
BIcETESELHD, 3L AT iLEEAE 2
FURETIALATFTO—LF A 7 VERELTYS
(B4 28).

4 miIgYRESE7RUNER

4-1 MY REBONH L&A

hA4a3s0rEVIDLIZEDLOTTGIZELY
REHATHY, LPLOEE X > T TG S50k
B, TGEEV LN L oTabvArFa—)
EEIHETIZIEML 20N, FhFhhA o3Iy
griaFybEIDL (VLDLVAF Y }) THB
MNETERENE AT O HAINEAR) RERE
LIETh, FhrfEshTtkaLsrfaisur
Lrv bbbz, EhHTTGILEL) REATH
5. —F, BTEeKENn s VLIDLIZARREK) REA
& BRI, LPL O &2 & o T TG &9 DIk
A, TCGEHEEVFLWALR L hoTIVATO—VE
EMNHEMHIICEML/ZZIDLER S, 2612, IDLIZ
B b)) 7)) &) ) oX—+ (hepatic triglyceride
lipase : HTGL) ®& T, TG »ika#ESh, LDL
PERENE. ZOLDLIEaAVATO—-VIZED)
REHTH 5.

A-2 M7 NEEDHFEE B EDERE

ZVEEEL, BB T RERAKRER LTV A,
INTTIZEL OT REAVRESNLTEY, 73/

Iy 7

Glut4

R 27 SBEASRE R OiX & KRIRE

LPL: UKERVU/X—4, ATGL : adipose
triglyceride lipase, CGI-58 : comparative
gene identification-58, HSL : &L E &
2 M U JY — ¥, TGH : triacylglycerol
hydrolase, MGL: T/ U+l FJ/¥-—
, TG: hNUFUERY K DG: YFUE
KR, MG: £/ 5 YUK FFA: B#
BER5BR.
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B BETEEDTNUBISIATWS. R29I1LE

BT R) REROWE, SRS, oW LR R

T. TREHOLPIIIDFESH 6600 &/ 7% b

DHhE, #5175 3000 EFEEICKELRDDETHS

INE T REREL R D KBETH LM, KELTE

B-100 %° B-48 I REIHFEEF A2 v & RSB T &

vy, TREHOHEE LTEEELTUTO 3 0D

5.

OV REAOEEER & L CRTF2LEICHIET S,

@V FEHDOHIA~OW Y AL OB, SEMEL O
EDIODYT Yy Vs,

@) REHTOIREOIIKRSER BRI OB®RE h D
bhABEOEM, HHViZEElcE <.
HAVI O VEEHLOTTGIZELY FEETH

h, LPLOM X2 X o T TG DD kS8 &1,

TCEEN LW LR hoTaVATFu— VEREIH

Fogilne:=yr IRl R BN w VR VNG vl NP s O S

Apiruarehfuisorisatrr ML, THEB

48 % 1HFH-Y 1EEL WD, F/, #4003

70237 R B-48 LA, 7ARC-I, C-1II, E

YL BEEIN WA —F, VLDL, IDL, LDL

EBIIZTAREB-100% 1l FH-0 1EELTNA.

VLDLZ% 74 B-100 Motiz, 7R C-1I, C-1II, E

YL PEEINTYA, THIZH LT, HDLI3HE

ET7TREBELT, 7RA-L THRA-IIZEHEL, %

NIZABDTRC-IMNISLE*&HATEY, LRLOT

RB-48 7 RB~100 2 &H T 5 KEH & 3k

MleE o7 B R oTna, R2EBFUEHEEOEE

BRi2i3 %2 LDL & HDL, A& @ VLDL 54T

575, BEEERE Y- 212 8B S5 v E TidimEE

fizafoisary, Afaizuarbsaty b
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BL, #OLO0MERACTESETS. #4u3iro
YVAF U POKREEELTIE, TGEEDLEID
LoT, A3 70 L0 LAE L0005
LDLHFL bWwE TOSIERY A XD b D F THIE
15,

THRB-100 1k, VAROBEHFIEETHL. /-
L2, TRB-100 DEEFEREICL T, BEN
AT B L, REFEI o7 SEITHELY LT
MAARENETTA560H5. FEMEL ) RED
MiEix, 7KB-100 D FEEZEFERICLVET 5 &R
WERETHL. —F, 7HRA-1 DBREHRBETIE,
M4 HDL I L A5 u— )i (HDL~C) fE»E L < &
TIAEENHL. THLHI, THRB-100, TH
B-48 %7K A-1, 7THRA-N D7 XEHIE, Y
REHOHERFICEETHY), VREHOERITT
REAW I THES N TS, LaL, Thbny
REBHOHEEEFIEH 7 REQDS O 7 REAE,
N REBK FETOBITYH Y, BaICLYEN%
T B &) REED O —HSEEET 5.

IDL® LDLIZ&$h 57 XB-10013, LDLEZ#
BEADREEBEIZ)F v FELTEL. £/, # 13
sRvRehAuiIrzarkAry MIEINLTERE
i3, LA+ bRBFEPL IDLZEROEEIIEE
Thh, FOEERMEITIILDL ZHE~OBEIEIE
TLEbDODH A,

THREBAOBRIERRSIER L LTELE bD,
THEC-ITHB. 7HRC-1ZLPL DEHLEFT
HY, FIEET R C-11 KIBSETIE LPL KIBIE & R
2, 4O 70 2 TCHEL (MY A IR
LVEBEKEYETS. 7RC-UPFKEBT L0
o, LPLATELTHLPLIc ks A4 a3say,
VLDL #® TG DMK ESR I 52w THRICHL,
7HEC-1I 2 BEFEBE ¢ 5 L LPLIZ L 5 TG-rich
VAREHOBRIEEIN, M) FY L) FiLfE®
BEsEL, —F THEA-TIHDL L T#EHEIL R
FO—NVDIAT MBS T ALY F-a L AT
O— VT NEF AT 298 (LCAT) OFEMAL
HFTH5.

—%, TRA-IViZ, QLCAT DFHEHILER, ©
LPL, U VREE#&%E&EA (PLTP) oEHELEH ©
AVATFO—NMOT 72Ty =L LTOBEXEE
ThHEELZONDL, F7, THEA-VOEEEE LTI,
(OBFC® VLDL A5 & 40 % Mg cHdl+ 5 1EH.
@7 F C-IIHFLETF TLPLIZ X 5 TG-rich V) KEH
DEALEIRET Z1EH, O~T VBT a7 4 7Y
AV EREELT, TG-rich ) REBRF DR Y AA
FRET AR EVHESNTEY, TRA-VD
SFREEE MY 7)) B FILE & OBERITRE S
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%29 FELMET7TAYFEASIVEEEXEEOUHE,

TSI/ smpenmB HETSUAEANE

S045FR
7H A 29,016
- 17.414 (=
TRAN g
7K A-V 38,905
TR R
E4=] 7K B-48 241,000
FHB-100 512,723
7HC-1 6,630
7K C-ll 8,900
7R C- 8,800
FHD 19,000
7RE (E2
£3. £4) 34,145
CETP 53,000
FEY LR
:d=]
PLTP 54,719

FrORREE & FPAE AN £ 2.

naTns

INEOTREHOREB LRI T AMAZTEFL L
T, peroxisome proliferator—activated receptor
(PPAR) "% 5. PPARIZ I a, 4,

BF, /B

B, /BB

B, —IBRT
BF

B

i

FF

B

B
FE&UHES
B OB <0
Tr=

BF, BEREAAH,
BRE, w0
Tr—-<

A8%, BRAEAAELS,
B, B, BF, D
OB M v
Al Bl

yDIENDH Y,

HDL, —8idAH103
780, VIDLIZH

HDL

h4axyQry, 7L

f-HDL, HDL:

HDL, —&B VLDL

hq4axvary, Hq
aIvarvhLtrb

VLDL, DL, LDL

FICHDL, —8H1Q
140, 'VLDL, IDL

HOL, #0370,
VLDL, IDL

HOL, 1oz oar,
VLDL, IDL, LDL

HDL

A1z oa VLT
>~ b, HDL, VLDL,
IDL, LDL

HDL

HDL

VOREBAHICHE < BET % Dl PPARa T,
FERBED 74 75— ML o TEHIL ST,
TRA-IBIUT7RA-NTOEH 2 LE
s, FTRC-UOERZIETE A2 )Y

7 A C-1I,
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AR, 27 L HEE

HeE

O HDL OIBE 7 REB

@ LCAT DiE4k

@ HDL %81k, ABCA1 - ABCG1 & ¥
DS AR—L—-EDBEESDYH
LR

@ER,PSOILAFO—-IVB| &%
NDFIRTE2—

OHDL DIMET FEA
@ LCAT DEMALOEE ?

@ LCAT DiEMAL 7
@LPL, PLTP OiEtE L ?
@ALRAFA-IDT 22 TE2—7

O TOVLDLER &S 2 MaRT
oHe? .

@7 RC-IFREFTCLPLICEL 3 TG-
rich UREBORILE{(BET S

@O NS LB/ OFF TV DL L8
BLT, TG-rich U REBEHRWFOIM
ViAd %R

1R300 OWETRER

DVLDL, IDL, LDL O#E 7 KEH

@ \LDL BRELOBEDYH LK

D LCAT Difift

@TG-rich U REROR{LOEE (7
RELIDLEREELBLRP ED
HAEREE) )

Q@VLDL BB L OIS £ AR

@ CETP OjiEtE{LRE® ?

LPL ML

TG-rich U REBDRILOMEE

IERERAERE L THREE?
OLDLEREK, LLFr bRBEDY
H K
@OFEMBEH,LS>OALXFO—ILRY
AR &BERE
OHDLO AL AFO—~AIXFIE
VLDL, IDL, LDLNEE%L, TG #%
BICRET :
OMBAILAFO—~ILOB%E?

TG-rich URBHOKBECY L IEH
% HDL N85

=gl
LPL.



AW

aLXFa-i s
FUTUEY K Ll

f5E U/‘I'(’%Efﬁ%fﬁ'ﬁ%ﬁg 317

R

F%& aLAF | REAE
n—ib

[

HDL
@ l

C

OLRF0O—I)UiliEnd

lmmwu
b
REE
x *O
LPL
hiaioor
bhFb

1 HOLE s

AvxArFAa-in I

Ny Yy : ¢ JLaFa-n
2y K |CETPY
R
A 2 / ™~
LDL pAJES

F29 HEMSITHEMOEE BER

VLDL : BEHEBUKRER, LOL: BEEVYFRERAR, HDL: SEEVFRESR, LPL: YREBYIN—F

CETP: JLXFO—IIZXFILEREEA.
(BARBRE{ILESR

MR EEDOF 7V VU ERE (KT s vy
&) AL, BRIARBIC BT L, HERHICE
54 % PPARy mi&MHALT 5.

5 MmigYU REBRNRHICRHST 28R TEHE.
N s

(R - BIRECERBFH OO OREREEEET A F, 2008 FiR. HieE

B-1 HEEDLORRNED REAONRBHRE

INETERESN, /NMEEREDE) ¥ BRI~ & 5
ENfzhAiu3Irosid, MERC BRERIZAS.
HATIZardho TG, B, LF B
DOEMMENFMBERTICHELET S LPLOFE T,
kSRS N, MKk FFA & 449 5. FFA X Bk
fhEdh, ZANVYF—EE LTATPELICODLRP L L
Eb, PRI CIHMBRANICIY AFNT, BE
TG & LTEASNS. LPLIX B, (HMka fg
Fhidila e & CcEah, MfgsliI vz A S
%, AT UHRBROSBEIC L o THEMBOERICHES
L, Z0Bch4n3rarnTG Ok HEEITH
540, LPLIY REREHEAT A LWL, 4
RA~D Y REHOB Y ARDI- DD H FELT
L. HAu3Irasik LPLOBXICLI A4
uisurybatrrbhenh, Fovatr b 2EE

12008, p.l16)

WL LDLEAFICLI VI AT NG, DEDLD
12, EEHORBIBINS L THNERE-> T 2R%
VR REEABHERE (K29 LIFThTws
Wolth, FFNERTGRIVATFO— i D
FREW, MUK E i, BETG, IV AT 10—
WIATNVIZRY, WDL®¢ TAB-100 & &
CHARERT, WDL&LTH%@#%A& BaRl
ENB —HOIL A7 O— VIR SRS,
BEVH & LCHREE S G VLDL O& S L Ui 3
70V - LATRILYD, ZOBENTGRILATO—
NVOYREE VLDL 3 WICEET2083I 70 — A
M) 7R FiE&EH MTP) TH5. 20 MTP
BNB RN TY, a3 rarosiBLU
DWCEESTHZEPHLNI 2T WA, MTP @
EBEFREBIZLY, NETOAI(TIrEY, FTOH
VLDL 6B L U msEE s h, LRMEEL ) RE
AMEYFET S oW s&h/z VLDLE, LPL
DEE T TG ETHIMASEEN, X TG-poor,
DJLVAFU—V-rich&Zh, IDLIZEBRINS.
IDLOTGIZESIZHTGL OB SIS > THs I,
IDLIZLDL &% 4. IDL % LDLZfF® LDL &k
KR AEh, E%%175. ¥/, LDLIZLDL%
BEE N UCRMMICE AT, EMMEaL
AT NEFITRELEZEIZRAE, INLOH,ALE
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AR ) REEMETN 2RI, ARKY KER
RBRERE L IR T 5.

5-2 LPL, HTGL, WEz#iizmey/(—t (EL)
CIREmXEREN LU INERRH

FRordiz AAOIsryOTGIZLPLIZE -
THRSHEENR, 240370 i3 TGEHEENERAI
BALTREL Y, A4 u3survad v el
EhAhEREED 2D, BB AENn5E. A4
(mE/ w IV NI G = BN/ w IR VPR VAR N S YA o o)
727 RB-48% 15 FEALTWAS. —77, VLDL
12 LPL B & - T TG HadhkafEsh, TG
EEVPIWLRNERIDLER D, HTGL DIEH
& o TTGEDHIMADES I, TGEEV L DD
% {/NE % LDL 7225, VLDL, IDL, LDL % RI#kiC,
WENRD TR FH72) TEB-100% 1 3 FERELT
Wwh, L7zdo T, fi4gEd 7 RKB-48 7+ B-100
BEOCEELTIUL, FNFNTRB-48E&FKE
FH, 7RB-100&58 ") XEHON FHHET S Z
LW RETHAS. VLDLAFLEOT7 R C-ULEBEND
BREU LTS5, 748 C-II ASHE B3
A&, LPLiZfEEA LI2< <% Y, IDL® TG %k
SR ADD, JFO Disse BEEME IZFAET 5 HTGL
TH5b. :

LPL ¥ HTGL OiEMSEHE X BET 21041, ~
X REELTAY) UEERIEE (postheparin
plasma) #¥WT 5. ~/%) VEFERMETEIZIL, ~
I35 UTEEEN S8 L T A LPL ¥ HTGL O A5
EENhA7-0, LPLBXUHTGLOER 2 OHEE
T5h, FREFNCHEHEN 2 ELISARTELOEZE
87 4. LPL & HTGL A c Mgk ) /i — &
(EL) %Y, ZHIZHDLOH A XLEXRET 5
ZEHHELPIZRoTWS,

6O TG-rich V FEHOMFART, VA&
BANE L, THRBHIS R R BIIONT, FE
BADEEE Y, REHNKEED T REBRIRERL
G (LyFrefga L A7u—)) PXHDLHEF~
BITT A5 ComZIBCOP) VIEEEEEH
(phospholipid transfer protein : PLTP) T& 4. IO
FSED#ER, IDLTI7AB-100 & 7R E, LDLT
27 RB-100D A D% E T 5. PLTPZxt L T,
HDLH®»alL A5u— A7 )NV% VLDL IDL,
IDL%Z D7 XBEAE) KEJ~EXL, TG%*
HDLH (2 A AN B RIS EIT ) DI VAT
O — VI A7 ViEk&EE (cholesteryl ester transfer
protein : CETP) T&# 4. CETPIZ X - T, HDL X
TV AFa—)ZZ L <, TG-rich &%, VLDL*
IDLIZoVAFO— VAT MIZEHA, TG-poor &

% 5. PLTP % CETP i, FeE#E&R (lipid trans-
fer protein) & HIFITN T 5.

6-3 JUAFO-ILERR, LDLREHE
AT L AT O—ILOKIEERE

B, BB EOMTIE7TEFIVCoA THMT
+F )V CoA 7*6 HMG-CoA A REEEIZ L > T HMG
-CoADEHENB. T D HMG-CoA » 5 HMG-
COABTERICL o TANT VEFARENS S,
INFIVATO—- VERROBEEEZE L Lo Ty
5. #0f%, B30IRLALSOEBREERT, &K
B a VAT a—VEEHENh5s, JVATO—id
BEEE AT A4 FFRMVEY, V830D, JEREH
ERIERHI L &b, HRECER®KS & LT
EETHA. -

IDL % # DHEY TH B LDLIE, KEFIHFIC
HhATNTRILEINSD, ZOBYRAARICEST S
OFMPBETIIHEET S LDLZERTH S, K31
WZRL72E 942, IDLS LDLIZ7 A B-100 ¥ 7K E
%) Fe LTLDLEAEKICHEEL, MRPAICE
WiAEhs, LDLEEMER AL T LDL 2SI EL
hAIhsbé LDLOEBEHIES, T4bb7T R
B-10013) VYV —ATT I BB ER, 3L X
FU— VI AFNVEBHEI L ATO—VIAT I —F
(acid cholesterol esterase) (2 & > C#BEI L 2570 —
W BRI AL, T L AT BV,
3/ —ATTYNCoA ILVAFH—LT IV
FS A7 25 —¥ 2 (ACAT2) 12X - CIERAERASHS
ALTIaLAFU—)VIAFNERDL, —F, <r0
77—V T ACATL "¢, oL AFo— )
FAVAFO—IVIATVIZERT S, LDLZAKk
PALTHBEAICI VAT O— M AS L, MR
DILVAFO—VERY—FEILT A0, LDLERE
R ACAT2 WEIRIIHI % %1, Mg aL X
FO— VABROEEREE CH S HMG-CoA BITE
ZORBELMFI SN L. I, MRoaLxFo—
NVEBNHALT AL, LDLEZFEOZEBI ML T,
MERT L AT O— VEBEORESEHY. DX %
LDL ZBEFEOREBFHEBEEIAT T4 774 - F
Ny o R LTI TV D

ZWALELDL 2 LA O — )VIllfE, 7L ARS
FoEalE s RREEEIREE Y L T A RENE
Bo 1V A7 u— )Vl (familial hypercholester-
olemia : FH) &, LDL & FO BRI XIEBE (B
BARENLEE) TH A B, FHICEUT 2 8EH
HIDLIVAFU— VIER*ET 5%, LDLEZHH
W BEFEEIR (, BEFRISHERETHLE
B LT, FRefsHEal A5 a— VilliE (auto-
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T FI-CoA

T+ b7 FIL-CoA

HMG-CoA
HMG-CoA L& 7 & — 4 l X 4 24 F
ARO R
activation of
Ras & Rho i
N ANOx—tEOy U8
Eqo7L ot AYNRLFoNEOY) LB T AFNT Y = e { IR TN
(BRER1ETET) Tt tRNA

X725

F 3
FSZNEFSZI
FSLAT 25—

Fszaenl o8

i /l:’DU -4

trans- 7L =)L . cis-7L =
tFSoMFSZEAY VB e—————— Tl i EnY S — cHsZrsoaenl) 8
(R O E SRl o PSR
AOTLY 7174
vroa—-H Kiya-i
v
Co Q10 AIT L
avaFo-—n

E30 aALVRAFO—-ILEHR

(DHMG-CoA
WRocHE |
LOL Bels —» F
o ¢ (DACAT
7R B-100 '—-“"‘—"—”“"%
LDL 1O & -
i aLAFYINL
) FLA B
ALZF YN DLDL2ERI .
1 Vs ‘ /) BE31 LDLZ2FEHICL S LDLOME
e AQBYAAREERAIL T
T O —JLOFIBIHEE
UAVAVEYN regulatory

LDL binding——» RTE{L —>b P —

somal recessive hypercholesterolemia : ARH) #%[FE%E
XN, CHhALDLEERT7T Y 7y —L#EEINIE
HARH OBRERICL o THELAZ EFHLDIC
ot ARHE, U VBbFus VG FAAL V%
EL, TOFAM7iZEH»OEBATIZLDLR 2 &
JAEEICH 5 ZBAROMILE Kin T NPXY €F— 7
ERAETARILETHY, ARHBIFIZRLETDH
AYBEFMPBTIAETHLZ LH,DH, LDLEF
EOBEEREBRII BV THBEEN 2 REZETLLD
LBbns. —F EHReAEESILVATO-)vi

actions

(Goldstein JL, et al : The LDL receptor. Arte-
rioscler Thromb Vasc Biol 2009 ; 29 : 431.)

JE (autosomal dominant hypercholesterolemia :

ADH) ®ENEZF T 5 PCSK9 (proprotein con-
vertase subtilisin/kexin type 9) i, LDL 28405
MICHS5 T AEHTHSH. PCSKO DEEFERELERIC
£ h PCSK9 O folding 2432 RHEHMEL, LDL%
BROGBIERI LT, LDLEBFEROEETLED
Wiz, MiE LDL-CEIXET L, EEREERDFEED
P AN A, THICR LT, PCSKY OiEEERLER
(2 &b PCSK9 OiFEMATIET 5 &, LDL ZFKDD
FEAREED 72 fE LDL-C EiZ#m+ 5. L7225 T,
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PCSK9 it LDL &K posttranslational 72 ZEHH!
bbb EEZLNS.

MER I L A7 u— L EE0HEE, BERTO 1
OTHAHATU—NVHEHLL XV MESER (sterol
regulatory element binding protein : SREBP) (2 & o
TIThbTBY, FDkhTh SREBP-2 28HFic BT
HIAVATU—NVERICEEREE R LT3,
SREBP-2 i, #laNOME/NMAEOE EIZHFET S
BERFTHY, MiEROI L AT O0—-VERDED
T 5 L UINEENEELS LT, SIS YEL S
U T, #BANBITTS (F32). 2o7utky
v v 742 i&, SREBP cleavage activating protein
(SCAP), site~1 protease (S1P), site—2 protease (S2P)
M5 T4, SCAPIZATE— Lk T FAA Y
H L, SREBP-2 L #HEKLXFKT H. LDL &K
RIVATU-LVERREED 7O E— ¥ —fHiIC
i, A7u—VERET L A+ (sterol regulatory
element : SRE) LHIN D BEFIDEET S, HIEA
DALVATA—NVERWEALTAH I LITLY SREBP
2T S NTEMET 5 &, ZHHNEETF O SRE
BEFlz#EE L, ARV AFa—-VARZROBER
PEELEI N, HlsNa L A7 00— VEaRSEES R
B EHIZ, LDLEZEEOARAEM L THIFESL
5O LDL 24 L7z 3 L A7 0— VELY Ad b 0T
B, MBIV AFo- LT — Lok
SREBP-2 QYK L NFEAL T HRIT 2.4 2 H
TATT74— Ny JBERS Y, MlaNI VAT

O — VEEP—EIRIN TS

LDL SZ2&EIEE Lt%a\.%ﬁ? AEHIXLDL %
BT 73— LI, VLIDLEZEHK, 7HRER
5 2, LDLZBEME&EE (LDL receptor—related
protein : LRP), LRI1 ZEFEINE. S hbDieh

id, MEEHMR, ~ruT7y =Y, U, REl
A, AR SICEEED s, VIDL % IDL
N LICIRBE OHLY AL R HEALS COIg A% & 1
ETH00H5.

6 HDL #7192 AU R FO—)LDFERXER

mFEHDL 2 VA5 a— ) (HDL-C) DETIZ
BRI 2 EDOBIAREE (LIS R B OMSL L - fEREF
’CZ;) %. F7z, Tangier %% & OEEY HDL K8
TEERE RO A IS SEE I D O,
—ﬁ,:vXTB—WQH7%$LHDLit17$
A-T 257 5L, WRERECORES X UERD
s hzs&hs, HDLREBERELOREB L O
ERZHT AERATETLREREEZLLNS.
HDL % 7 K A-1 PPEIURIE(LE % & ORI ETE

Site-1 Cleavage X 70— L & 3§48

ER lumen

M32 ZAFO-/VRMIL XL MEEERA (SREBP)
D7ty > TEE
(Brown MS, et al : A proteolytic pathway that controls the cho-

lesterol content of membranes, cells, and blood. Proc Natl Acad
Sci US A 1999 : 96 11041.)

L7REOI L AT a— VEREH L, FEATR
B3 52851 I LAF0— LiE%ER (reverse
cholesterol transport) & &I, EhARFE{LELHRE
ELTEETH 5.

HDLE 7R A1 A~ 2FET7REZJEL, LE
WKLo TE(AREVHDL, &, E/NEWHDL;IZ
T ohs. FEMROMBEEOTHINITEET 5
albA7u—) (FC) &, O HDL »o gL 77 K
A-1 % 7-13E45 HDL (pre SHDL), «HDL #5#54 ¢
B LTI ABEMZIVATU—AEIEAKEE, @
WIERLEER 2 2 BIEEUC £ 2 HDL OEB~DOI Y 5A
A, D2OoOEFICL ) MiflgN~Fl & AN S (B
33). WIECILAT OB EKEICHEST 500
FKE D HDL/7 R A-1#A&B & LT, ATP-bind-
ing cassette transporter 1 (ABCAl) & ABCGI1 & #¢
HiFo5 b, ABCAL I Tangier IO BEEBEEF L L
THREN/ZL DT, FIZ lipid poor 7 7 K A-1 752
LAFa— w2y YRR R MR, 65| SR CBICER
THbH, THICF LT, ABCGL ixEko HDL A+
WEBaLATu— VS EREIBET L. —F, %
BRI L 5 HDLOERE~D I LA 70— VELY &

— 133 —



=
Fbprep
HDL

AT R B LR TH Y, BRI R T
RET, MEEL ) REHEOBMOI L AT O—)VE
B KEFETS.

o 5 %2 4 4k i P < HDL 2 & lipid—free & 7 K
A-1 DTS OMF ClEE L, MEHEEICIASZ L, M
BafE sy VIRE R &TELD, KO pre f1 HDL
Y7 4. 20 pre f1 HDL I, M2 5 FC 2D,
pre f2 HDL, pre 3 HDL &7z b, V) >/ ¥E%R@Bo T
fm~FEY, #ZTLCAT &#467 5. FCIZLCAT
Lo TIAFMESH, TJLAFO—VIATIVE
h, AL AFO— VL A7 )Vid HDL O OERCHE
ZAIN, L AFO—VIAFIVIZELEIK HDL
B SN 5, LCAT OFEFIZ X ) HDLIZ&R 4 12K
WFALLTWS, HDLHO IV ATFO— VI AT
it ¥ CETP I £ -C, VLDL, IDL, LDL T&ED
7TRB-100&H ) REANEE SR, I VATH-
NI AT NEZITE -7 IDL, LDL#3F® LDL 2%
AL TR AT, BHEEAN AR, AEINnD
(K34). v b ATIECETPSRIEL, b
1BV TH CETP RIBSEHSH 1, MiE HDL-C 133
LNt 5. CETP %4 L7 LDLZEHEHDIE
Bk oEe, HDLOI VA7 U — VI AT VE
¥ scavenger receptor class B type [ (SR-BD {2 £ -
TRIRAICED AE N AHEES, HDLOKFILE
BB AT NABBLFAT S, SR-BLERS
2504 FARIVEVERBET HDLOI L AT 0 —
NI AT NOBIRGEY AACBET HZEHRTD
4. SR-BIX HDL % #4& % %575, HDLAFEH®&ER
WA E Y AT NTIC, 2V ATE—VIAT VDA

IeHE - Uﬂ'i’EEH‘C%%ﬁfv’ﬁ%ﬁé 321

33 #ErSOALAFO—ILE]|E
WEDIDOEYR

(Brewer HB Jr, et al : Regulation of plasma
high-density lipoprotein levels by the ABCA1
transporter and the emerging role of high-den-
sity lipoprotein in the treatment of cardiovas-
cular disease. Arterioscler Thromb Vasc Biol
2004 12411755 &£ 1)

K

)
G @]

HTGLTlLCAT
HTGL

. [ABCG1/SE:
(ol o6

K34 aL2FO—-NWEXET

DRI AT A, DRIV AT
U—VO—8ISHRAE s N, —EBIEREBR e L <Rt
HICHRE S s,

7 UIREB & BIRBIRIE L

ek, 8L OBEWREDPS, HIDL AL AT O—
VILEE, & MY 7 ) &) P, IKHDL 2 L A7 o —
VIEZ: EOREEREFAEL, WIRERE L2 s L
LHEERER: EORBOBOEREFTH L L
MO o T 5. BIREIREILIRE OB
BIREREEVSEERBRELELTWA EE DI,
4 OME R 5 F 5853 5. Ross biZMENEE
EVHREL*»ERSELLEVIEERNDIRE
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35 MREIRE(EORENA H =X L

(response to injury theory) %R L, ThLL %
ARG TE7:. LDLIZIMERN, &5V IIMEEE
NTHEREMEC< 7077 DIk o TBbEh
T, BMLLDL & %%, HRBEEOHEIZE, L
LDL %2 EDEMLDL £ LA Z EDBHL LI > T
WA FHMY)ZYEY FERLAZKR) v 7 F
O—ADEEIZB VT, small dense LDL 3R T
%%, small dense LDL I3 LDL S24k4Z 44 2 B0
EAME L, BEEEL SR, F-mEBIEA
L3, FREITHEHRLLTWDIZ, SboT
BIRAE(LIRER 2 ) RERATH 5.

1t LDL % &0 ZM LDL, small dense LDL,
WRORIBL, SREEEE, ER VANVALREREIST
MENFMBICEEIFIZRI S E, R3SITR
L7z& 91z, AEMREEKEIC vascular cell adhesion
molecule-1 (VCAM-1) % EDOEESFVHEBRL,
HEL THROESEN R 5. B TR, A
FAfAORMEZ@E L, NEANMEAT S5, BIRO
AN T ~O#EERE AT monocyte chemoattractant
protein-1 (MCP-1) P54 5. WETEBMEAL
EBREMLL T a7 r—T kR, EHLDL
fvafFrbh (Ifuiszorv st b, VLDL L
LT b (IDL) % &) %BUY AR, JAFEMEE 2 Y
JAEMIRR % k& T A BERAEE (fatty streak) 2S5ERLT
B wraT7 7 —JRAINRY Yy —FEEKITAA
(SRA), CD36, LOX-1% EEDAH Ny Y v—%7FK
AU CEMLDL (FICBL LDL) ZMAaAIZHLY
AAT, MIRBIZIEHEILT 5. IDLEREKEIIERD,
AR DX —FERIEAT T4 T T4 —FNy s
WESB P2V, v 077 —VdR4CEE
LDL # LY AATRELT 5. @ik~ ro7 7 —

U RER
EROLXTFO-0

7KB-100

VAR —NYON,

36 Lpa) OBEE

TR(a) ELDLEBEOT7REATHZ2F7KB-100IZT %
NI 1 FRVFTHELTWS. 7iR(a) O CERBICUET
OF7-EICHHETIELFH2Y, XEETH3. Zh
PHOBARTZIAI/FDED27 U0 TEE (16
DTV EITE I ZhUED7U 50
V) IZ&->TaEHsh3. COoULTILIVORBIZE -
Tlp(a) OKREAPRES.

(Scanu AM. et al : Learning about thé structure and biology of
human lipoprotein {a) through dissection by enzymes of the
elastase family : Facts and speculations. J Lipid Res 1997 : 38 :
2193.) '

ViE—BmAPIC RS DS, KRESIIHERTRIEL 2
VATFO— oYYy~ ABRERETE. &512,
NSO EA DY A P AL s T LI I
D, EHITAE~OMBRETRCE DI, FIE
B NEANEE SIS S, BROTEOFES
MR, DRI E 2 AT 408, HE~EEL-HE
AR ERSRSPIT -y, TaFF b vk
oSN~ N v 7 ADOEHRB L UGWHTEL T
Bh, ARERELYETS. NEFEHIRIESD
WS BRI L o CHE L, IRE R ELY Ak,
aekiiie el Milgst~ty v oA wruTr -
L& CRBALE & £ U WREIIRIE b3 TR B
WEEESEE 2 ), MERNEMEIEER ST
Bk d 5 /BT E L, 2 HITREVEITT S
F72, YR P TIRIDLO7THEB-100227 Y ¥
INEERSBETHRRL T REATHH 7K (a)
AL Lpla) &I 2 REH (K36) 2°F
ET A 7THRQ@ WREROTIAI 7y EHEUD
BETELTBY, #0226 7R (@) OFFERIM
BERTIEL, MREESEREILOERIZ DR
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HrEzoh, EBELp() SEIREILWEREDESE
THIMT A2 LEPHRESINTVE. ZDLHIC,
HDL YA RERITHIRBIARIELOFE & R I
KEL Do Twn5b.

(LT ##)

32kl

D Wk F:BE ) REERBARR BH 2B (R).
PR, ST 6 A B - ILETE ¢ 2002, p403-410.

2) BABRELFES (R  BREACHEEETFHOLZOO
BREEEEEBET AN, 2008FEM H: BH4H .
2008, p.l16.

3) Goldstein JL, Brown MS : The LDL receptor. Arferio-
scler Thromb Vasc Biol 2009 ; 29 : 431,

4) Brown MS, Goldstein JL : A proteolytic pathway that
controls the cholesterol content of membranes, cells,
and blood. Proc Natl Acad Sci US A 1999 : 96 : 11041.

5) Brewer HB Jr, Remaley AT, Neufeld EB, et al : Regula-
tion of plasma high-density lipoprotein levels by the
ABCALI transporter and the emerging role of high-den-
sity lipoprotein in the treatment of cardiovascular dis-
ease. Arterioscler Thromb Vasc Biol 2004 ; 24 © 1755.

6) Scanu AM, Edelstein C : Learning about the structure
and biology of human lipoprotein (a) through dissec-
tion by enzymes of the elastase family : Facts and spec-
ulations. J Lipid Res 1997 ; 38 : 2193.

EEREE (SEIE)
dyslipidemia (hyperlipidemia)
1 RBIDFEE SRS
N ExH

ZefEREO M T L A 7 T — UEHS 220 mg/dL Ll
. S HERRRIE 150 mg/dL UL E D, 700
ZOWMELZTTHOXERILES V). BIFMAE & v
IERBCREELRERF CHALEHADLIV AT
0 —)VIJE (40 mg/dL Kifi) 2 &LEH L L CHY)
Thwlé, BLUENEORESRLHE—T L0108
BEFELLTEESNRS. LFL, SBERMEL V)
FHISHER SN D L OTR> W,
W - B

SRMEOCRSEEL I, FhrBRELE5] X
BITHRBRFTHLIETHL. O LiIHEL
DEEER, ENAOEZN R FEESY S BISIE & 8
IREILDOSFAE & ORICIEORBSALNS 2 L IidES
PTHAH(R37a). SHITATAYANEIZLS,
WAEWS REH B BRIEDOBRERICLY, $/-
BREOEES CT, MR, Ta2—7% & TEBEAL, ¥
SN F ORI S B VL BT A 2 L LD
S, UEEERLHMEEDRENS I S5 2 &A%

IEERBEE (RIEMAE) § 323

179 199 219 239 259 (me/dL)
a: #3L X708 BEIREREC O R
(BL)NIPPON DATAS0

(%)

5 T T

H

w

PR ER AR
N

—

~34 35~ 40~ 45~ 50~ 55~ 60~ 65~ 70~ 75~ 80~
39 44 49 54 59 64 69 74 79 {mg/d)
b:HDLIOULXF O~ /Li & BERERSHR

~84 85~115 116~164 165~

(mg/dL)
¢ bUTU R YFERER) & BHREBREOHENE
B (Bx)

37 MEREERBREBORERE

(a: Okamura T, et al * The relationship between serum total
cholesterol and all-cause or cause-specific mortality in a 17.3 -
year study of a Japanese cohort. Atherosclerosis 2007 5 190 : 216.
/b : Kitamura A, et al : High-deusity lipoprotein cholesterol
and premature coronary heart disease in urban Japanese men.
Circulation 1994 ; 89 1 2533. D7 — ¥ ¥ I\ EBEEM. c:Iso H,
et al : Serum triglycerides and risk of coronary heart disease
among Japanese men and women. Am J Epidemiol 2001 ; 153 :
490.)
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ETIIRESDS 10 BRI COMEEIZLNIBTLT
By, BIENFIL1B8PALEEINTYE. AT
AR THOHEELRERL THHIEAOLNL
2, BS L huE, bAETIZEEAS 50 BARIF
D 60 MBI ICECBEBET LI TWAE, &
FEFTHERDZIEDE L, THLABORELR ED
BREREVFEELRSEL 5.
KERESHFRET 50°, BRRCEERTH LI LD
0T, B BEXE CT Ta—-%rozEiiy
BENLEL 5. ETEROBEGSIRTE{LE (arte-
riosclerosis obliterans : ASQO) T, MW, KX
YEREAT, B X AEEERT.

2-4 BRER

BRAER & LTl MR & EEARIME D S 5

OffEE (arcus cornea) | FH BEOHEIZA LN D
BT (B41b), ILAFO—LOREIZLS
Lo THAH 0mLLETIE, BRIZEAR (arcus
senilis) YR L2 W 0B B,

@uERsfE (lipemic retina) © IREMRI TR
fn3rorEmo-oRE L, SEOREIZIEN
ENRALBELEF o THZELELDE W, TRILY
RIS PRI B A S NG,

v #D

[>ziik]

1) Havel R] : Pathogenesis, differentiation and manage-
ment of hypertriglycemia. Adv Intern Med 1969 ; 15 :
117.

3 BEFEMSISINAE primary hyperlipidemia
(primary hyperlipoproteinemia)

IREEREE (BRIE O, T, EEWEIEIILIE
HHRERPBRETFREEICESVTEREL, (Ih0REEE
BERHETELH0THY, HEM (CRE) SiEL
FEVEI D OEBRBIEDNTHEET LD TH 5.
BERMEERIEREIS DL I, FORERLEELT
BELEEISEISPESN TS, 2O T, EEIlRE
BERELLTVINOE LT, REMEEILVAT
n—)VIiE, REWEARIERE FEEIES
TRIMIEN S 5. BEWSEMEICOWT, LTEBEHT
5.

31 REMUKEERU/N—F (LPL) WigE
familial lipoprotein lipase (LPL) deficiency

N
s ERMERMED 2P T, BRI/ 2Isar

IEEERE (SHSIAE) g 329

MAE & TN D b DD HICid, KM LPL /R4

FEL TR KRB CIMIBEL IS 5.

o FIEM LPL RiBfEIL, #4123 271> VLDLH
DRYTYEY F(TG) #KETHY REHY 75—
£ (lipoprotein lipase : LPL) ®#EEZEHXIBIZL -
THL, BFFIEBRLEORREL 215

eEHLEI/uIsaviE &MY R Fif

Ex RAREL THEBIETH 5.

O EEIESHECRESHELLY, BERDE, BT
BEZEL/-N T 05,

ORLEELLDIIRMERT, FICRERATIET
THIEDLDH D,

® R DEAIIEIFENOMELFIRTH 5.

| RrES
LPLOBIEHXREBTH ), ZOREFERIIORE

FEHOGHEE, O~ VEERICEEDO 2 WE

HARH SN2 EEEREE, @~ VEHERNIC D

EAPRHB ENDANT VIBRESREICOES N

5. OTHERTEFEE L TKRERRERHBA, AT

SAL YV TRE FURVAER T —ATTNE

BIZLA2RHOEILD F UL & L ABERKIED

EIN D, @ QOEGRFEEL LT, =

VY2~9DI ALV AERPREINTEY, &H

BEOEMIC L Y BREE~/) VSRR LD

LbnrEzZz oML,

LPL KIBJEDEERA L LCid, $absitE
ZHRR%2 LD, Bh4 03 7oy ERREBEAED
ADFERET H 05, ~TOESERICB VT BRI
KERBELZ EOBRKNLREEICL -, VAR VA
DBRRIMEFELPTVEZELLNTWA, FEES
KB amEs (a3 uy, TC DEEREEHD
TEFEERIC Lo TRESEBEINS. Lo,

%36 FEEMSEMEOCSE
1. BERMSHI1O0 REXYFEGUN-H (LPL) X
1onrnE BE
7Y RER C-ll RIBE

R4 v WSk MniE
TOMOEERBEOBHIOI Y
O miE
2 BERMSILA REMZILXFO-LME
FO— L IfE Kirte R o R S e M

=L X F 0O JLIE

3. MRS N Y XKkt Vv BEELE
VEURME  #HRES MUY FIE

4, FEEHE N BEE0E
5 BREMEHDL OLRAFO—-IVME
(B4 G EERRRESRINERENEN. 85061 £EMER

&E.)
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