) REMRBEOR ) —=v )

SRS T A ) REAOATERES L, ZOBRPORBEENHLNCIEEICONT, 7
REEOKEPBERIC L 55 LRSI, EBE SN 5 & 5ICE 700 BEER—OFRD
ERMAETLAERETS, TREAOHTRRLDAL LR BERIDETALZL
R Eh, $TEHEINTOLAREARBERERICOVLTS 7 REHADE & O FHEPHEED
BERAMBKELRD, BEFSPTHRO TN ECHERERII LR EOMIEEES NS &
LI -T2,

L UBEER EICLE T REAOATZEEORMNLEL, BRELHHOSLSOEH
CTRHEAWLZIII, Lich-> T 7 2 ) RESEFERET 200, NFEEOR 7))
—= VSV AN BEMCOE, ) T4 VERED ML ABERE ) £ES
(VLDL) EZOEZESERIREY ATOREET S C &l Ui

MEEEREEDR 7 ) —= vyl MBEarvxFo—n, Y70 254 FOIEPCERE
) REE (HDL) 2 v 27 e —rOfIEEMA . TNODRFEMCOE ) #BHBEXIKE &
VLDL 7 E#EADOETATI[KEET, WHO 04382 [T S ) REQMEICE
0BT EBADMTETY, 2OBK DL TREEMNA .

EHOS S, ZLWEHDL MEERETIE LA Fu— DT A7 VEEETH B lecithin-
cholesterol acyltransferase (LCAT) KIBHEY T3 ¢ Ehskibi, FEBHED KRG 3 M0
BEHAERB L0 THELETHET 5,

7 &

MBI vaso—a?, PV 7Y €34 FP QI0E20 pl =B8R THIEL, HDL 7 1%
7o — A0 100 ul %% 45 » 72 5 B - MgCl, 3tk VLDL & LDL (BHEY #&
B ArhEkELY, FEtho HDL EAOBR2 L 25y n -2 BEETEER LK. $12—8
DRATII LEFD T RABEE RELEETY, P70 €24 F, BIREEBRETHE
Ufze VLDL @7 £ BE O SR ERO HEEY )KL - T, pH 4~6, 8 M RFEZ ST T
Y7 A FAv-RI) T2 YT I FFA (PAG) R T 16~24 RIAERFICUE Uce 72
ﬁzuzMTﬁn—xggin%%Lf%ﬁﬁﬁéﬁw Oil red O THtaZEHE Lico FR

PENY PR T /YA =2 —TRAELED, TOLERERDI,

]EATK%ﬁ®%*KODT@m%ﬁ%ijVX?U—W%NEL,m%lﬁyfﬁﬁﬁ
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%1 Apolipoprotein C Compositions and Apo E/C Ratios in Hyperlipidemic Patients

hysemtipidenia G Cus Cu Cu- B/C
Normolipidemic (33) 16.0+0.93% | 15.3%+2.03 33.9+1.58 34.7+1.94 | 0.292:0.041
Type Ma (74)*** 16.1+0.86 11.4+1.43% | 385.3+1.38% | 36.9+1.72 | 0.27+0.041
Type TIb (39) 19.8+1.167 | 18.5+1.44 33.4+1.23 28.321.278 | 0.17£0.031€
Type I (5) 18.3%0.73 18.6+3.10 29.3+6.85 34,144.53 | 0.24£0.070
Type IV (52) 18.8+1.64 19.94+1.44 27.1+4.30 33.2+4.76 | 0.51+0.021B
Type V. (3) 14.6+1.62 13.4+0.73 31.8+3.95 37.5+6.05 0.20
Hypo HDL (29) 23.0+2.364 9.4+1.578 | 33.4%2.17 33.84+2.66 | 0.1220.021B

* mean£S.EM. (%), ** mean+S.EM. (ratio), *** number of the patients. A : P<{0.001,
B : p<0.005, C:p<<0.01, D:p<0.05 E:p<0.1 to normolipidemic.

3INC, 2KEMNBROBHRN I L2 7o - L ORDVBICL->TER LAY, b DMERIE
HES OAFTICIZE% Folch BETY #il LBRIBEA v Vh XA lB /o<t 57 4 =T
BB LUUBBAMAIE, 7oo o4 a4 2/ — 2 KEEEE : 7K, 100 :60 : 16 : 8v/v), #HMF
BBIBEBE LD YY) A5 NET 7 ARLOBIDEGY, KtEE ) 77y T —DEBICLDE
BLAW, MED Y FEOSWTICITME%E Hatch-Lee DFEEY Tig# 048447, VLDL,
LDL XU HDL EfH%ESRL, SESOEHSE, IVvATFo—L, P) ST 234F, #
T ZBEREIC L > THIE L.

BBV CEE

ERMEREEZET 2B OSFESELSKHICLS VLDL 07 £CELBEOD it
THBE, £1DESIC Cr, Curoo, Cots Cre 3EHZF4 16.0, 15.3, 33.9, 34.7%THD,
Cpi & Cue ORT Cx @ v 7 r{bthifThivte Cu M BOERCED LN, THERCE
BHIZENB LT HREEHOMPBEEREL, Frybx b —CBIA2E—7 6T XCEAL
DINENIY, BRICZIDULTEENKESBEDED, 203 7R EZSESICHEET,
BMEZTHRCEOLDOUETEDLTC EIT L.

s AR S BAR A48 170 % VLDL @M T) $FH ) -2 — €T LD kiR
BRLNTRHINEL, TOIWL TR C EHR Y #EH ) ~—E0ERICESTIC &
BHIEN TS, BERTETE C EHORBIETIR Y REH Y /*— COEHALBITA 2T
¥, VHREBEHY A—EREBEFEELELH A v sa vMFE (WHO SOOI 24350 1T
BB, '

CRERLTH Cp i3 Cp k3 ) RER) A - Y OFEREMET 2 L5003 THD,
Cu/Cp 28 ) RER Y~ ¥ OIEMOEELHE L < VLDL oRBHCEEL, mbry s
Vs34 FEEEETEELOBRGET LW,

SER 7 ) —= ¥ 70k - TAS NAFEH2020h, Ta BE740, b 2394, W5 F,
WE 525, VRIIFATHD, & HDL MR 29 TH 700 KRB BI A TRCERDH 7
75 AQHEGEELIDL I FHETAHLET/E LY 7Y 54 FIEAFI S IIb, I, IV,
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B 1 Distribution diagram of apolipoprotein Cp in the patients
with Type Ia, b and IV hyperlipoproteinemia and hypo
alpha-lipoproteinemia.

VHRT Cy BRI BT LLETFTLTES T, DLARWEATH - 2. F/(& HDL MIETSH
Cr BEMETH -7z lla, Ib, WA B L& HDL (EHR £ 74 Cp LOBEICE > THHE
L, 2ONHRELS2EM1IDOESIC Ib, VETR Cp BB EARELL, &H1 27
34 FIMEEAE LS Ta BBEEXERE SR USHEREERL THI,

M7 # Cp BEAZEEZNICHELLRETIE M) 7Y €5 4 FIEAET 28Tl
Cp B Co BELIOCEBETSHY, MELY ) €74 FELEEFTICE0ERESIN
TWnBP®  rpk S5 VLDL O 74 Cp/Cqp MiZ & LaE ) 7Y &5 4 FIIRED WAL
HTERE0ARVEEZZON, A—0ERBEETEE MY 7 ) 54 FISEG R -2
HAPRBYEEET I RE—LEETHY, THEACDBRBLE SO THERMENULETH 5.

—HTAR Cpeg BEF Y 7Y 234 FIEEZATIHTEOEATHD, o DEFTE
7R Cp BEHD Y TAHSERINCET L TLE EAEENE (FE1), ERMKICIZ VLDL
7 Cpo DEITT B CEMBDSNTE DD, FHCEDF B b ) 7 ) €5 4 F RO EEICHE
13, VLDL 7 #EHOAMOIERICIED, v T lkOfTbn THRL Cu, BEDKH O
MTBCEHBELONS. '

—RCEY VY 5 A4 FIBEORIZICIINICE T B )27 ) €7 4 FRRORE, H51>
HRBTOHBEDET, BLUZOMENES L TRE ELbN TIN5 REFITHEL
EBEBY VSV 254 FIMETIRTE Cp OEES LRLTHE®, G BAOAHKLE
MLTOBEEZLND, Ll Cp BEH O v 7 (LD BEC & > THEMEHEEN RIS
By HBVREV Y T4 FOERPRD Cp, Cp EEEEQLSITHEKL TR 2T E
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#% 2 Serum Apolipoprotein A and Lipid Compositions in high Density Lipoprotein
Fractions from Various Hyperlipidemic Patients

TC FC EC PL TG Apo A |Apo A/EC
Normolipidemic (35)* | 54.2 1.1 43.3 121.4 26.1 169.8 4.45
+1.82%% | +1.02 | +£2.21 | +5.06 | +1.19 | +4.32 | +£0.21
Type Ta (60) 4.4 10.1 3.8 B 199.8 © | 24.1 160.9 4.97
+3.63 | £0.53 | +1.41 | *3.17 | +0.67 | £3.40 | £0.17

Type Ib (25) 38.9 ¢ |8.4 30.6 B |96.1 B |28.8 Y |166.5 5.93 ©Y
+£2.69 | +0.73 | +2.47 | +6.66 | +£2.06 | +7.88 | +0.35
Type L (4) 32.0 ¢ | 7.8 24.3 B | 92.8 27.7 128.1 ©% | 5.65
+5.79 | +1.65 | +4.48 | +19.55 | +0.80 | +11,08 | +0.63

Type IV (22) 20.8 ©X| 7.0 B | 22,0 ©2|89.2 © [27.0 X |186.7 ©% |6.21 ©Z
+1.68 | +0.90 | +1.20 | *#6.10 | +1.10 | £6.54 | *0.28
Type V. (2) 25.5 5.0 20.5 90.0 31.3 118.5 5.81
Hypo HDL (22) 29.5 ©X | 6,4 BZ| 23,1 CZ| 733 C%| 239 124.2 ©% | 5,49 B
+1.29 | +£0.53 | +1.20 | *3.76 | +1.60 | £4.75 | +0.28

* number of the patients, ** mean+S.E.M. (mg/100 ml), TC : total cholesterol, FC : free choles-
terol, EC : esterified cholesterol, PL : phospholipids, TC : triglyceride. Significant difference to
normolipidemics ; A, p<{0.05, B, p<0.01, C, p<{0.001, Signigificant difference to Type Ta; X,
p<0.05, Y, p<{0.01, Z, p<0.001,

FERAG T S B OBRENCFF 18 TRIZS 18, :
—771& HDL 1ffE T Cpo EHEBELAREED T VLDL OGEREIRET LTS
CEMTBRING,
TRCEHDIBLHRMTECORDOLNLDIFZVEICET A LAOATEYD, ZDiEh Ch
DOEEPEHNC /s » FAF T 2 H B0 BRH SN2 OBREANTH 5.
E2R3RBEEIREMIE LTS HDL 107 #ABHE BEED HTERTHE. &Y
S 54 FIEEABETAHCE HDL oz 2 78z L2 5o — L EREAL, F V7Y
54 VEBENL T, COMEBEOEEETRAERLOBEZLITNOHOBIRE MFF
THIERE—ETHZ 0, HDL KT-OBKEO MLENCRFEN S BEEF—EL AL
N, TOWHMCH V7 54 FHRELILD, TORDICTRTFAE2 L2 70 —AHRT
BT EMREINSHDL T LCAT DIERIC LD = X F k3N BEH S DI v 2 F 0 —
BB RSB A48, B O3 HDL kb VLDL Nt L, Zh @57
CrY 7254 ¥ HDL ABIT7T 5. @bV 27 Y &35 4 FiftfiEcid HDL {Cxf LT VLDL
DBETH B0, VLIDL "Nz 27 A8la LR 57 a0 —ADOBTHEATHY, HRFIC HDL
ADFYZY 254 FOEBGEREIED HDLth b ) 27 ) 5 4 FABINT 260D EER
5N 5o
LicS->TEMY 2 254 FIMEEFTZEFTE HDL iz b ) 7Y 2 7 4 3%
{, zaFAflarzsu—ARPlildtEICNE, E2TAHALNELSCTRATZHE
TH2ZEEHEXEH, Ta, Ib HOMICIFEEZEELA, HDL 2 v 250 -1 THB E
Ib TRARDEETHS. INEFHOTFAROLTNLNORIBFRMERO 7 # ARH
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Died of cardiovascular

3 2 1

i diseases 2 8 i

Died of other illness
& or causes l

Had a manifestation of 0
® LCAT deficiency $ 31
o Had a low activity of

LCAT

2 T family with LCAT deficiency.

LD Ta £0.90, Ib £0.93, WA0.72, IVE0.77, V#0.68, {& HDL I <0.70,
EHERZEMNDLN, HDL 2 b x50 — A TAHB EF1510.82, 0.72, 0.59, 0.54, 0.47,
0.54£73Y, HDL a3 L X570 -V CTREBHEDENKTE S,

PEREERAICIE HDL 2 v x5 o — A Z HERE/HRT 5502 HDL B0 #E - LTH
WTBY, PY LY 54 FIMEEATS0b B VAT Al HDL BE&KIZ RS LT
W5, HDL 2 v 2 70 — A THHT 2 L IS CBLHMT 2 E200b 3, £D7- % HDL
27— AQRIELY SFHEL» B, THRARHOTEMUEEBAGHELEZ5
N5

8mg/dlEELWE HDL = L x50 — A% 2 LRI 283 OETH D, MiEEa 12
TR MESEP D, YY) €54 FRIEFHEATH -0, BERWICHAER, 20, &
BRSSO, FBECREEN S o/ MBROZ 2 FAHI L2 70— L DOENE
<, LCAT EHZRE L #HE, THEADRBIZURETSH 7. RRARZO FEFE L BT
& LCAT FEOETHTEM, AEREETIENANIH, 0130 24 THBEERE 2
Y, IvAFo -2 7 LOETE2ED D, LCAT EHOENEFERE L (K
2, £3)o EHITRHBIBED) Vv v+ vORL, vF v O, BLUFUKED L
A7 o —/BIREE OSBRI N,

) REHDOTH 2 - 2ERIC L 2ERIRE T B0~V REALE TV G- REEANSHEET,
a-) FEOOBHES EFFIERIZ-> TR (®3), mEEMRREERCLS T RATAR
ETLTEY, BELETHE L HDL & A LTk, %/ LDL Bk HDL FE4h
DAVATFA—AEBMETLTEBY, ZRIKKR-THY 2 ) &5 4 FoBnss Sz, Lk
L VLDL ORERRICIIZEALIZ 78S, VLDLE XU HDL O 7T RCEHD Y 7 7 7 2L BEHNA
DoNEB oD, THEADY T2 52Tk AlORINS D, AT/ATHIZETL T,

~— 149 —



%3 Serum Lipid Concentration of T Family

Cases | TC FC ec | EC |mpLc| TG | PL | FFA
ratio
1 67 6 | 21| 313 | 8 178 | 171 | 669
85 61 | 24 | 282 1 09 229 | 228 | 731
2 120 44 76 | 63.3 | 37 135 | 193 | 332
3 156 78 78 | 50.0 | 6 152 | 166 | 612
4 194 63 | 131 | 67.5 | 49 104 | 199 | 456
5 272 79 | 193 | 71.0 | 76 8 | 256 | 502
6 108 | 104 | 4| 37| 2 41 | 149 | 71
7 178 56 | 122 | 68.5 | 51 89 | 227 | 438
8 217 65 | 152 | 70.0 | 59 151 | 246 | 339
9 126 42 84 | 66.7 | 54 127 | 193 | 47
10 141 51 9 | 63.8 | 41 113 | 209 | 767
11 189 54 | 135 | 71.4 | &7 126 | 195 | 576

TC : total cholesterol, FC : free cholesterol, EC : ester cholesterol,
HDLC : high density lipoprotein cholesterol, TG : triglyceride,
PL : phospholipids, FFA : free fatt acid.
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3  Serum lipoprotein profile by agarose gel electrophoresis in the
patients with LCAT deficiency.
1; patient number 1, 2; patient number 3, 3 ; patient number 6,
4 ; typical type of normal control subject, 5; Type IV patient,
6 Type 1L patient.
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LCAT KIBFEZ1967THIC Norm 520k - THE I N ERWLRBERERTHY, £
DEFRERO=EHIAERS, £, EEHETHD, MFEOz 27 4RI L2 Fo —An8E L
CELOSFETH S, LCAT BFTARIOTMENKHEN, MFTLryFvo g o

BB 2 VAT n —VCER SRECEICED 27 v{EETT2. LOALBEICRT v
CoAickDavasu—n%zxF7a{d 3 ACTA (acyl CoA : cholesterol acyl-transferase)
DH B, MPCREEHkOz 2T rHarzso —vB5DBREZNS,

AIEF TIIEERANC=BBIRIIR > THE DY, MFEz 27 rBaviFo—n, V)V LvyFy
DL, LCAT JEHOERIMET & A 611720 DME T LCAT RIBMEIAWRE, FASDOH
FENBD, —BICHN Y 7Y €54 FIEEMN - e RAMZ M, REAOLSITE LY 7Y «
54 FIMEA DT, HOMET L2 7o -2 DELLDOBHEN TS,

) REHOBSKBTEE ) 7)Y €514 FIMEEZ -2 EFITH 7V G-~ v MBS
T, a NV FEEDODTHED, BREMEPS VI 0 METHEELLE ) REAFESORE S
BA®sEINTBY, EHEMNaLvzsa—n, Ly Fy, P2 ) €54 FOM, x50
Marvzye—rOFEFNE) FELHES TRDSN S, UL UL DO IC D0 TR
KkoTENRBO, BT LS—EOMERIITAHSN T,

SHILSUFRBORZEED CEENEEEPERAMOEZL DV TR A EDEDDDTH
Ao

E B

MmERaLv2Fa -1, P9 270254 FIE5CICHDL s LA Fo0 - OREXAETS

DICD&, VLDL 07 REHAEBABEREEIC L 35 5T - 7o

ZD#E WHO 05 #EHIED SBETR—D 2 4 FICBT B EFATS, THCEAD
S TEEOHTEEODDLIOBRD I > TWAE L EBBDON, REOHEELEELOR
BRHEOMBBEEIEIONS, TLMRODLNLTEES7 C/Cr R SXTLEEN ) /Y &5
4 FIMEOHRRICIIES RN E I ITELN S,

IO ICHARBRECEATOEEL L THWSEN TS HDL 2 b2 7 17— 4 3 EEOHDL
ELEPTENTNRZCEEHD, LQIKENT 2 54 FIETRZOMERMEL, 0

LD EEFITII HDL 3 L2 70 — VDA THBEPTFRLNNT 2 C LE3BRTH 2 LEb
F

WHO SO VED3Fh, 140 VIDL TEHETR) LEBEHCEETS6D050,
HDL zvzsu—aSELLETLTHAER T LCAT RIBEMNBHOoh, RRFAAET?2
FlOBENFERINI

ChoDTREHDOH LOAITRAHE BN TT O TR BN, FiBOMmEIEHE %
HAGERR 7 ) —= v TR, SBRILSICHERWRLY REARFEASHARBEL S5 &
Azhzo
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