PRk 2 FEEEE O S BEERE
TRERB-NFWEREEN2 227 ) —=2 7,
ETHIE R CRIVERICBI T 5%,

FEVAFUVREOBBRZN - A7) —=V S BICET AR
(SRR BT R27 ) —= v I/ HREEOBELOMBESCETIHE)

REZZ, FEEMNE, ARG, SHRIL

B BB/o~ 774 —A2BOEAEVRAFVYREOSH - 27 ) —= vk kE
Lo Mk L OCMBHOLFEY 2 F Y BICBAKA STV RF VBARET S &0k
O, WRET->TOWHVEBELBH T2 ENTRTH -7, TRERBEMFTOLFE YR
FYORELCEL > TENEA Y RENEIUVEBRPTOBEOBHBTARTH 72, LItk
T, COFERFTEVIFVRECHEBRZN - 27V —=V B LTEREELZ LN S,
REURE  RESXFUREE, REVRF, EXUKANERE, vXRIU-—=4

#E
FREVRFUVREDOTRARI Y —=v 73
M A FA=VE2HA2Y) —ETAETE &
WWXOEBEIN TS, UL L HERDS #
FA=VBESEBERSTVESD
AFE=VREERISHEERLTEREYRF
VBESMENVEASRLNEY Cihd, m
FAFA-VBEONETIIZN - X7 Y —
=V SHELTHATELN, hEETH
EVRFUVHPOEREOLETCEEL RSN
WEEE LT, hEYRF VSIS LR
BT2Y LEZONB, £ THHEEAICK
BLIFREVYRAFVEET R EIZEIOA
SERBZH - R 7Y —= VS TEBMNICHONT
BE Ui,

HEH*=

ME I EENE, mED (EFEREEL LU
NEAVERE)DFEVRTFVRERE LS

EERFNAH

BLUEKRRAE 2 L4020, Ml XU
BRI E ALV, MEHEE 0.06vold 6 N
WERB (PCA) THREBLCOL1,000xg
T10MEE LTH/ALEES 2N KOHT
BMUTCEERFEYRF U240 8BEE L
2o —H, BEEHDOIRITI2mD 0.4 N PCA
TEEIRHENT I L4 20EEVELTYE
LTz, hBEKICEESE 2N KOH TH
g, 0.1vol®2-AnHF b &/ —n
(2-ME) 2ipZ2371CT 204 >~ F 2N —
FL7, 6N PCATHREBZENL LICLESE
PRLTEOHABFEYRF VE250RE
EL7c, $7-MELER0 1vol ® 2-MET
WMHE L+ EYRFUVE2ELBRELBL, £
NENOBEEZ VY A LT L — MIRE y
FL, & -, EEEE, k(3 :1:1)
RCRM L, &Rk, 75 (150,
T bt ) %250C, 105MERAERIHE,

— 129 —



BUREEABICIOATALL:,

R

1. ERMBIIMZIFEYRFYOBRE
(®1)

M1 MmBo#EEI/o~tsrs7 45—

C CCCEC
HH  HH

HCGCCEC
H H

Total PPT

FEVRAFVYH), EEC)EIUFREYR
FraRMAEENE (CH) D4 (Total ),
L+ (Sup) 5L UEAKES (PPT) &% &
ZF VDR —

Sup

EESBOMOFETCIIL+ey RF, B
BFIUOBARAE T VR F U ELRBTE
Bidst, THFEVRFVHEER 125X
U250 kMICSEE LEMBTIRRAFLOER
HAEFREVRFVERBKBT B ENTE R,
2. 2MbIUmELrHAVFEYRF VR

FEORZM - 27U —=¥7 (X2 —A, B,

X3 —-A, B)

EEHBTCIIetE=v 25y, #HBLT
EARAEFEYRFVESBRBINEL -
12

LrL2EDERESTYXF VRESE
TRL2FEVZFUVBLIUBABAFEV X
FYOHLPIERAR y MEREBEIhc, L
UIEATERM T RF YORBIIHS
Th -1,

M2 A WECEBI/o~trs57 4 —

W GCPPGCPPC P P
Total Sup PPT

B. MEEARKEFEYRF VO3

FEVRFVH), AFF=v M), EEC)
BLUEBEEELR (P)D4L (Total),
£ (Sup) HLXUOEBES (PPT) + v
RF L DSHINE —

3. BEMZBEWFEYRFYREODH

RN —=vs (H4)

100 wf MMM H O BHRMP O LHE 2
FrrBlEL, EETHEHTEYRF VDR
Ry MEROWBh 70, dEYRFVE
BEE%50 oM ICFEE U7 MK TIZBA S g R

— 130 —



K3 A, 2O0BBI/o< 777 4 —

1

WeCPPGCPPGC P P
Total Sup PPT

B. 2l1BABAEFTEY R F VYOS

FEYVRFY(H), A FF =Y M), FEC)
BIUOEEESEELM P)DL (Total ),
E#% (Sup) BLUEBBES (PPT) &2 &
RF S DGIFISE —

y MBI T &7, S5 CKBBRTIUEE
BORETHHEOHEZARy T DLIE
B RN —=v 7T B EMNTER, UL
LERNOBEAEEFE YR F Y ORAIETIZE
BOZWIIHETH - 12,

K4 BELMOBREI/o~ b 77 4 —

fd

HCGCPPP M
H

FEVRFY(H)BIOAFE=VY M), E
BCO)BLUOKREY RF VA INA I ERBE
it (CH), ®KEDEE (P:Loned,5 ) kX
iR EHE (P:Lone 6 ) AL D 5347/% 2

-7

£

AFE VSRR ENILFEYRTA VD
%Y A2 FF =V ERBRILL-TYR
FFF =V ~REEN, HLO0O%ITAFI
=YNBAFVLENS, LIt -T Y RE
FA = VERBERBILLIFEVIF VR
FETIHREYXF UNERTZEEZ 0D,
U LEIBRD» SHERBTIE A F iz,
FEREFTHBRAOEREBECHLTA F4 =
VHBETHEYRFVERTHEY, &
LItkEVYZRFVYRMBEAILKET S
PREQLIVTERRET 2L, BX, B
BEOLBCRFAET 2Bt 27 b
MelbicBaERETEY, —F, ke
ARFVREBETH > TCHHERPIT A F 2
=vsEmULIToEAY Y ®, £4 VB
RO FREYZRF VRETII&S 48T

— 131 —



Fr=viEERRWEIhiIE, FLUBs
REE#EEREZRBIINTNE I LR ENET
BhT3Y, LihisTheYRF Y REE
OB - 7Y — =Vl AREVRF Y
FLRBAKETEVRATF VY ERET AL
NBHBETHS,

4, ReADT-1BBI/v< P77 4
—EZRVIHEETRREYRF YV EBELTF
EVRTFAVEAFF VARSI HET
BT ERTERM ST, Lichio TRk EY
ZFVDORRy M AFL=VvHE&FENh5,

L LEAREEEY R F Y 2EURE
WA F2=ViEEaThisty,

MFEOMELBANTLFEYRFVE
JUBABEBREYIFVYOOLThERIE
LTHEEROREVRFVRIERE 24%
BT RIENTER, TOIEEFEBEESE
BTIRAFEVRFVEAFA VOB
EORKATEVRF Y SEBMRICHLTE
MLUTWBE T EERLTNS, X OISR
2RNC, 2FFBVRAFUVEAIET S LIS
BERENXITCRIUCHRRPOEEOEELR
CXBITAIENTE I, THENEL VU
Eho@ETCHBEMULILAFA=vE2EILR
BLIRERETHE EEZLNIS,

Pk &oam mifkkCEELOLSE
VRFUVEAFI=VEBRCHET AL
&, BrompT /8oy —vERT
FEVRFVYREOR I Y —= Y THRHET
B EBbhi, 2052 Teik LU Mm
ERVEBERAREYZF Y OSEHET
BLECEDFEVRFUVREEZRHTE S
EBbhd, LN TERL2VBRELICHE
BhEVRFVYREOHEZH - X7 ) —=
vk LTHEREEZ ORI, 4%, *®
VRAFVEATF X =V ESBT L HEE R
THRILEMNBETHS D,

3k
1) BEFN, REX-, BEELEEEN

g v RRI ) —= Vv BT MK, B

ME3EERTRES, 111H, 1989
2) Watanabe, T., Kuroda, ¥. et al,,

Eur. J. Pediatr. 146 : 436, 1987
3) sz, BEFI, BRFER2: 1270,

1988.

4) Tada, K., Tateda, H. et al., Eur.

J. Pediatr. 142 :204, 1984
5) Mudd, S. H., Skovby, F. et al., Am.

J. Hum. Genet. 37:1, 1985

—132 —+



BREATIRX b ocRGE2MXFER) VIMER
RXO—H$TTH. BREOBECEENSTAIRENHYES

d




