OWERDH Y BE L R DBFTHEAEOBEEITH 50~100 FAIZ 1 ABE L WDRLTWS,
FIREIGEREBREEZ boBERE L, BERSNDE X Y B BRI OERIC X 5 R
YER® chylomicron MUAEIZ L A2HEEMFEL 2T 570, EIIBLP~HPHRRIN
%, TR, HIRPICALNEEIA B I 7 0 ESZRBICBHINIBELH D,
& chylomicron MLAEIZHERET HBMEMERIC L DEMRIEL, LIEUIERMEIEL LTHR-
THEFNCELIRELHVEBLZET S, LHAYH» LIEIER T 5 REEEHIC
T THREREE2 EETEMLALOND ., REMETRKERERRBELLRCRABIE
TVl b v GEEZRERICE 16 MAE 2 M4 5 EFI TR ETET KRB TH S [2],
& chylomicron MAE B &S EERBKFTATH Y. MiF T6 fEik 1, 500mg/dl AZA>
% 20,000mg/d1 LA EIZ b3ET 5B, chylomicron DFFFENL, fH{EE L L CidmiE % 24 B 4°C
THET I, B<ELTHIZLIEXY EBICRELTSS586G7 V—A4EE L THR
., SAAG7RRERITIX chylomicron HUMOEMA K L CFREILEHTABI LAY, M
& TG {23 1, 500mg/dl LA ETMiER = L AT o —/EX LT T6 D 1/10 Al b L i€
LT THNELPL RABE TH 5 TREEN &V, T DM OEBEEKPT RiZv 31 h chylomicron
DERAEIERTH Y, P, M T A% 2, 000mg/dl LLEIZA S & BT 2 RB1EHR
& (eruptive xanthoma) 753‘&97].0)%“3315&@:%&) Hiv, PRl BE, Fe 8 R FR
frE LTT6 LrYVIZEE) U CHIB L, 1IR3 A BRI BOR M~ A 2T TR ICHERT 5.
MmiE TG D% 4, 000mg/dl ZEEX D L5242 L, LEMFIC LV IRERE CHEELENA
B 7RICRZ AMIEISMAE (lipemia retinalis) ARBO LN B M, AAOIEEFEINA
WV, TOMTIX, MEA T 7 e 77— UREEE2AER LRKMIROREIC X 2 E
(hepatosplenomegaly) %#FBH 5T ENEL | LIFEROHEENELS . FHIhbid
MFAEE DYEI > THEASE (1 BHLUR) (CBRTA#ENELTH D, LarL,
HETH, BRLEERAOHEIXBEMER (acute pancreatitis) THY, ZHITFESR
ERFLRZZEBHHD, HEICHETRETHD, BKRHRIIENLIE, B 2R
KL TH-TH TG {HA 1,000mg/dl LAETHIVIHERZFI SR THREERDHIZLZ2E
BUBRATILERD S, ToOMic, KEBTIL, FRRESCHR. 8, TEEERLO
FRER bBE STV S,
Kt LPL RIBIEDO R EHREHRBEOFELRTFEBERFIZ. 8k Lz & 5 IC2EHERD
A THY, LIELIEERMNTH S, THORAETIE. BHEERICTHEE LKL DOREA
SEBEOME R CLFICEARBIRELARBO O ol L b, AT nESEITIT
miE 6 EE2EDTHRI-HRENED ORI oZ & XY, RWVH LPL XA izt MO8
MREE(LRIE & 13D F VEEBRV DO LA SN TE 2, UL, FHRFERICX Y, 500
A 1 AEEND~ATeESHRTRR, BFEREEL VK& REEIIRD DRV,
BRI DI I, BERFEZESHFLEZY, GERZEBROBEORE, HiRR EDOAR B MD
AZEICEVETCMAELELLTWI L @G sh, ~7 nESETIIBRE(LFRIEIZ
%452 common 7Z2EARMIE T 5 KEEHE SR EAEMIE (FCHL) [10]°, BH—@EFHH



RS T G MAE 4] BERICRET S LoREbRINTWVWS, —F T, LPLBEFRED
REEAEIZBEL TL, BIRELZ2HEVRTVNEIBEROD DB L ZATHD, 44D LPL
KIBIERE Y U~30FEMBHRE L= FHF O TN —T 5 0BE15] TIE, LIS
TEHIC 55 FLRTOR R CRERBIARICBIRE(LIC K 2 BEDOFENREINTWVE—F, b
PDEOFEEAFEREFICE T 28E[16] [17] CREBREEREOERIIRD T
VY,
d) 2

EWRO LPL (ZEMOLENRBRRE O~ T VRBICES L TREShTWS
Feth, ~RY UEBETAZ LI L o THHTHOLPICHERT 5, F0EHBMNL. &,
~23Y o (10~50U/ke) §#1E 10 % O MEH o LPL EtE L BAEZME L TiThh b, ~
AU CBIERTOMYETIC S LPL BEATEL, LPL RAXEE T, 20 LPL BE b 5K,
HHWIIRE SRRy, AR UEERIEROR Y S—EE®D 5 B LPL 1K B b0l
F1/3 T EYDIFEALIIFERNY 7YY FYR—F HTCL) 2 LB D THB1-0,
HR58 Y —PEEORIE CIIAKRBORENITTE 2\, LPL HFEOSBHRIED - HIZiT
HL LPL HiELHLHIGL HiA S BETH DA, Bl m & I IM NaCl IZTLPL 2 K7EXE
5FELDHD, BELEAREERUEL INA R PR ZE LN, BETIINERL
LTHEXy bbHilRENTWS, Tz, BHABRSLILEOBERAX I/ 07 7 —V kR
e LTRIATERIE, HIGL L DRBINAEL RS, —J)F, LPL BAROE{LEHEIHE
WIS ENRBAROHESFEHTHY . DRETHE-25 @ ELISA[18] [19] [20]434
HINTBY, —RBRAREL LTHOEASNA TS 18], LPLIEEENELLIETLTEY.,
LPL D#HEFTHH7REHL CCIBENEF DL LIIEFNULTHINIEETARERRLEE L
TENA ), FIEBOEMRBERY A LIZLIEERATHI Z L REXELR, FLT,
BT D L O ITEBDTHIC LPL [T 2AERFRH CHAOFET 2HBMO T3
2, BEMBEPEENRELEFEPO LPL EHEEZHHITINEI HERRLZLICL YRR
HIZERS T B,

LPL B LA TOBK B AL ITThItTnd, T E TictitfH T 220 FEEU
E[2) [21] [22], RAREGTY 30 MELZHEAZRL-HBEGTERVBRE - 5 ShT
W5 [23], FEFID ITRCERMBFREEIND L S, EROFERE LTIE, 7T/ BOERS
S IR AERN TEIL LBE T, &< LPL OiEMHL (catalytic domain) &=
—RTBxI VA~ IZEFL TV EORFETH D, > T, RMOEROE=FDH
WBWTH, ZOWINLRETRETHAD, B, 7I/BERIT, o~V v 7 2R
By— FMERIZEBWTUREEDET2 670 TERNBE AN, TOMICH, Tk
VAER, BEEOBARKICHRTE 7L — A3 7 FERDPKBME R BEFWH OFEA
RREER, HDWE, FT—AT A AT 774 —EHMOERICLHEAT T4
AERBREPMONT VD, KREBOEHIT, LROX I RREMNBRERBFAES LT
5T Emb, o= Rl LORBFAHOEIC K ZEFIBOTHTHD LED



nd,

BATHAR< &S M4 MEOERBBEEINTEY, LK Y 3 TOTS
vEUVAER (Y61X) [24] =7 Vv 5 TO LHEEKRK (A221del) [25), £LT=27 VY
8 THOF e ALR (W382X) [24] BB O BAABERZRICBWTREENTEY., H
AAD LPL BEFLICHBHEL DA LTI LD L EZ LR TWS, —F, HEETIER
DEREEZ RS S4TX 1X, T6 ETF & HDL-2 VA Fe—/L (IDL-C) #mEbizb3 o
EBRENRTWAS[27],

LPL B FOERIIHBABE R DO TR IN, EROEEELESL S L LHITE
BLEZ LN, TNOLORTHEBMEEOSHNHLOICE L TREBEERESC—HELLTTT
WRERELER->TWD, £z, HALICX DA _—F—ikE AV LPL BEFRET
1. 2 2BOBMOERLZRBFICRZ V—= 7T A2 LRFRETHY [27], SHFAKR
R E > TEY LHEARBETFRENFIRELE LD Z EBHMFIND, |
e) a9

Hagk ERIEE L 72 5 ASE O A BHEITAMER TH Y . TAKO BEBERORE - &
SEALDEETH D, IRIFEROFHBEIEARATHY, REFOIENEZ 1 B 208 LT, HL<
R )—0 AT, BR%O T6EEZEL LD 1, 500mg/dl EATFICHERFT 5 (2],
LR CiL. chylomicron 4 & FIZ KIBBRIZHEITT 5 medium chain triglyceride (MCT) D
INTOBIEMLE S A, £ MCT BFABICLAVAZENTE S, IHRFOE2, H3
trimester it 1 A 2g DIRAFHIRRIZ & > THHIAERICEER 22 LREShTWS (2],
AMEROBRIIEE, BEe ) —@ike L. BBIROCLERFIOKRELEH I ) —
BT NWI & T35, MECBOTIL. BERREOSRITIZIEAERBD LRV
25, VLDL &¥MEZRT L O RERANEFITIE, 74 77— P ROFEALEET S, BETR
HOFDMHIL., FREEBMETMICBOTRERTWS[28],

B) FiEMET7REA C-IKEE
a) Bt& - B8

7HREHC-MIL, £ & LT chylomicron, VLDL, HDL DA & LTHEL, &
<iZ To-rich ¥ HEEDEREIT & - T i LPL DIEMALIC VERBRT (co-factor) & LT
B<, FODBEHOKBIZ, FHEME LPL REERKEICE OBAIX TG LT VR
BIEMAEDFDE L\ E 16 ME% 5| B - T ELaFLEEEERB L 25, 1978 itk
PN SN FEHILE chylomicron MAEIZFEVWVEMER 2V RT 58 O BT, &0F
T HEERBIH LTA R Y VBB IThh Nt ES T, LT/l 2 5HER
HBELTORMBPERH LT EnSFREINTWA[29], LPL KBAEFRKIC BE OFRIKEIC
INERREEERDIHENZVR, FRBOBEEIT LPL REEICHRTESHITENWL#
BEhTEY, 1970 FERICTHFTHF[29] & AAB] TRR SN TLCRBEE TITitRTH
+RRIEORERH DDA TH S,



b) A

E hTREACIBETORFICERL, BFX7REAC-TEGTFORE 2
B OZT O EREREAR (Vb5 compound heterozygote b &Ee) ThH D, BFER
100% CHREEIEREHEAIC LV BET S, B, t FT7HREA C-TREETEE 19 FR
BRER (19q13.2) FIZIB L, 4 Boxcr Yo ®28R, 19 BOT I /B0 R55FR
8,800 DER%®2— FLTWA[31] [32],
c) FRERAEIR ’

BARERITVTH b & chylomicron MIEIHERETHHDOTHAHRD, Kizk~7
LPL REBJEIZ331T 2 b D L I1ZIERERTH 503, LPL DIFHALIZIE 7T REB C-TIEKE L2V
Hobddlo, BEKBIISMT LPL RBEIZERTORPRETHIEANREL, F0k
B, TWEEH S LPL REEICHARTRBVWEEN LV, LA L, LPL KBREIZ TS/ #h
LRERIBHIR FICENIND Z L3PV, RAER Tidtr LABMMER DRER
BEWEOBELHY [20] [33], £/, VLIL O EF LS BENEV, ~TF niEGE T,
EHEOHSWRBEDOT REQ C-UAMFICHFEL MFTCHEEZEDRICERELZRDR,
d) 2

WE, 2L LPL KEBSEREIOBKRERICMZ, — KRR E & L TEMATER
miE7 READREIZIITS, 7HREA C-IORIRB LR REE-IZE LWVETOIERY b
> TITbh s, REBIGEBBEENDITL VREEE RS, F7- LPL BESRIETEER
BEICIE, BEMBEFICBWTETLTWS LPL FHESERE MiERHE L7 REA
C-ODOFEMIZL VELHERFEIET2HRKPBARINDG, ZhiE, BIIOL T AR
BRI 2HECBVTH, AMOBRRICRMEI{To & ZAELICH T6 MAEKE (i
& TG fE2" 1, 750mg/dl 2>6 196mg/dl ~METF) L7zZinbbRENS[29], £OMich,
LPLIIFUATRAERACI2RS VYO INZ #FALEREEL LN TN,

BAEETEREEINTVEEL DRRICHOWVWTERETF LV TORTRITHRT
BY., RIESN7REA C-TEETFOERIZKICHY, BANBEEFTY 3 B
DBREFERBBREIN TS [34])- [36], LPL RIBIEDEFE & 1Tt BANIZ, %< DEHFIT
X7 REBC-NBGFDATIA L FERRT UV AERIZE VT RERA C-TIALP
WELTFEELRZVWHD EBX DA, T LPL FEEEEZ RV EHBERELZ LHOT R
EH C-OIAMPIZVERHENDENLH D, TOMDT RERTIX, chylomicron DHY
fn& DL BLOYHDL OWb KB LT, 7HREH C-II, E %ML, A-1, A-II, BOM
L ERT,
e) AR

AIEIZBIT HIEHRD BAIIERORIE - EE(LOERETH Y, 1RRIE LPL KIBSE
DIGFIZHET B, LPL RIBRE & K& K BRRD DI, BRI EOREREIC, ERF MO
iz k- T T6 EZFLHME T TEHRTH S,



C) LPLIZx 3 3ERTFRBCHELZED S EH

FHEYEIC LPL 123 2EFRFALPICHEET 2RERPB|EINTEY . FLE
BEMEETRY L5 b0 LEXLNTVA[S], 20k), Z0 L5 REHTIE, BHO
LPLIEHOABRE L TR Y, MO LPLIERIIEE Tho LV ),

—F., KR 6k, ITP, Graves WDBEE % b DHEKMIZ LPL KIBEREIDER %2
R, FOBREMFRICLIPL LRV 7V &Y KU 3—F (HTCL) OWEFICRET S IgA
BEHAEOFELZHE LTV 5 (4],

4) VEFEHEmAE

Fredrickson #3¥ (WHO #¥) 2B W T VEISEIEMAE & 1X. chylomicron {2z T
VLDL oMz #S &V RERMEL L TERBINTWVWS, | HEIEMAEDIZ L A 25, LPL-
THER CC-IROEXNREREN, [ HERFRRLEOBEDA VR Y AMERALRRIZLSD
LPL-7 REHA C-IROZRIZREICERT2HEBEEH SN DD L IR, VEE
JEMAEITRE (BEH) BLUOHXH @GR LREMEEzLL, PEE~BEODO TG M
EZET %2 RREERBES ST IV —THHLEBELHNATWVWS, EEIZ, BEOD
FEZFMCRET I LB 0 MELZFTIERBRR SN, —F, BEOL ITIIERFER
Kili72 COZRMBZBERSI MO 2 TWAHEREV, VEUBEENICIT T B2 XX LH
518, KRBT 55 chylomicron MECEZ I VEESEMETHL LV 2B, VH
B IAE DBE 2 ERICHERHT 5 DIXEBETH B M, Lipid Research Clinic 2331} 58 4
FANExBE L-FAETIE, Mm% 16 &2 2, 000mg/dl LLEDE ORI, # 0. 018% & #HiE
EhTwW3[2], o, MEGEEMAE T chylomicron DRFHAEEIN B0, mMHIiZ
chylomicron #3358 03H 5,

bREICET 2RERE L 3RV, HBLIX. fiE T6 L~/121, 000mg/d]
DAAAN1204 (1B 224, VRIORA) ICBHL TR LEEREZRELTWS (5] [37],
ZOXREITRIT 5 AR OBEE IR 1792389 b, BOK A TIRER &R D72
WEEZLNBEAAIBWVTH, R ERIEROBHVHR I, ZOTFHLEER
DEEMF TR SN, BREOFETIL, FiEME LPL RIBEH 11 Fl, FKEET FEBR C-
O /RIBFED 3 ., diabetic lipemia 72 FOEERMED I BIEEMEL 8 FlIZFEH LN TWS
(F&2), —F. VEBSIEMESRE DK 2/3121%, HERFLOHE L Vo - EREBRCFER
TOFEEPHRINLEN, BVD 1/3 IR0 L) RERBKBERIRIA I TV RN
Vo EDXIRBENEIT, BERVYERLEL 2 L. FHEEICH T6 MELRDDE
HENEN S,

VEEEMAEDCER ERDERN (BEH) BELLTE, (1) 7REAB &
VIDL O&RITEZ V., @HF Ib BOVEEELE* 21 2 FE4EE SR SR @E
(familial combined hyperlipidemia; FCHL), (2) TG D&RITEEZF VW INREETIH
—BEFHEFREES N 7Y 254 FMAE (monogenic familial hypertriglyceridemia),



BLTC (3) LPLBETFREEO~AT uESED LI PL B#EFORBRE, YEETHD
LEZLRTVD (H1), ThODEBHEFIL, —BARFOERIFETIEEXD
N, BERVESKELEZPLE LERERZETES, REAFRTFIMOSZ EiICLY
— R VECBITT2 b0 EELbN5, $HEE, THREA A VAT HESC-I & LPL
LOMEERZEHOA2BE R L I LB REN, FESETAREA AVRBERA
chylomicron MfE% T A REM L TRBEINTWA[38], £/, k1D, THREHEDE
# (E2XE4) M VEERMEDOREICES TS & 0BG L EV[39],

LPL RIBDFEHESEROBEIIAR TH BN, ~T uiBES R REB I ERD TBE
OVEERMIEDH ThHo7-h, 2 EBERTHI-DRANHE LY, LiIZLIE, HRES
FERR, B, 7L a— L S8r s LTV~ VRIOEIELEY 23 258505 5 [40],
F7. £V common 72EfE MIE T & 2 REMH AT S 6 MLIE (FCHL) RFEIEMER 16 MEDH
RO LPL FHEEOESNH Y, Zho0ERICHHERNE LT LPL BEFEE
DEENERZNTVWS, ZOREIL, IPLBEFORARE LA, EBIZ, Tue—F
—REIRIC BT D 1 EESRAETRF Oct-1 DFEES L EE L EBEHEEL 15%A FioEd L,
FCHL iz fut LR A & BE 3 S TREME b R I T\ 5 [41], BRKOBIFRICBWTIE, V
MR MERE O 10%C LPL B TFRE2BD 2 L 0B E(421 L H 28, FHOIC L 2 ME
TG400™1, 000mg/dl D AA A 100 A& %% & LI=RatTIX LPL B FEREFIZE - 7-< R
DENRPo T EBRREIN TV S [43],

—fRIZ, BRAZAWETFL L Tho L bERELROIIERFOME = ho—
NARTHY, £OMIZ, 8K, =X hadr, A70A K, R, Zoloft (BIRME
F="FHEY i&o”fﬂﬂ%’_ﬂﬁ 5 2Pr), isotretinoin (=F LVRHEI), FIRA., B 7oy
71—, HIV protease inhibitors, REEAMIE, ZRMEHE, SLE, BHY V@R Y
BEREZh TV,

VRIS fEIZ BT H & T6 MAE IZBEfEd 2 BRAER IV b AT 6 0T
HDTH, BARRIEHRIT T6 HOETIZMAR 572V, FCHL RFEMES T6 MAE DK EHE
ke LOERMZBERPED THROBAICEK, [TRICHEC B L WIEHEEREIR A LEIC
RBEELHD, VETIISOIRXNRRERFOARBFEETIOT, ETEIXZ
DREIZED D, IREETETIE, 74757 — FERL=aF LB, A bhur /2y FUoEK
REVERNT/2 D, BERFHBE CR=aF Vit 3MEROBLICEEBLETH S,
—F, IEESECBTAEEAREIL. BREOY AT PRI X > TEEDOE TC ME & A
HHERE BT HERMERHHZ LICEENLETH D,

5) RBERYA 2 I o MEDHEE (R)

RBIZ, UEDOX S RERDOL LT, RRMESI A v s o NESHERE ()
ZrY (R3), BHIICILZWERE (K1) [Tz bLic, B FEWBaREL ko7
TEICMAT, BRIERRCREROFELERBICMA THL, AL ZOEOBKE
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