FEH 2

43 B, 36 BB K DR IR DZE-IED
I L BBTREENHE. /2. FRHCEREL
BEfTL., BEE. |FSALEBHEIUDLDITR
ST=7=DIT, KR CREEER I ORI R
DFFEDT=DITHERRIZRZ L2, RIZRRE
OIERDSH BN, FHIIREE, MREPRN IR
b (GRME. &S - SR . ARBETZ2EE
BB, ETHREHE T R S TE &
SRR SBIE, BTIIE R T, W AL
IIRBTR OBEEE T 25807, FHREERED
EEEMHRERZ L.

MRIFE TR ELREIITRD SV -T2,
WAIS-RIQ 65 (VIQ 67, PIQ 63). M5, MmikESL
FHRETEERL. tHRElIgEsE om0t
Bond, WTTEhol, MBI LFERE
Tid. B-D-galactosidase]74.6 nmol/mg/hr,
$3-D-N-acetylglucosaminidase 897.6 nmol/mg/hr,
B-D-N-acetylglucosaminidaseA% 88.2 %,
Arylsulfatase A 68,7 nmol/mg/hr,
galactosylceramidase(GALC) 2.73 nmol/mg/hr &,
ETICREZRDM o7z,

it TRREEO & AMEDKARIRAEIE T 2587z,

FAGEHREHE, SEP METHRER L. VEP
B TSR OMER., ABR THifii&FOTE
EERD, BEEOOEMAEKT SRR ED
FRRTh-7=.

2. VLCFA BlIiE & ALD-P B{=FHgtT

pVLCEA [ dRPES| & & IEFHERNTH - 7245

IVLCFA 12 #i 1 T C4/C220 2992 (o
2.131-2.769), C25/C22: 0.072 (n. 0.033-0.057).
C26/C22: 0211 (n. 0.110-0.166)&. 1VLCFA T
BEEL7z, ¥/ R 2 B pVLCFA IIEHE
TH oM. VLCFA 3. C4/C22: 3209,
C25/C22: 0.083. C26/C22:0.267 &. EHEEZEL
7o

—7%. ALD-P EBIETFORTTIE. EHI 1 T

685 Asp(D)—GIV(G). 712Arg(R)—His(H)DT X /

BEEMAGID SN TV 10103 7 A
P2 100%IENWRTED— %8 SEE%Ch
FIEEL THD., SBRINMDRUEBIL 7 4 XA
MOEIROER T2 <. ALD-P IZERENZE

KpEDDPDBERTIPBETH S,

D. %

rVLCFA 13 pVLCFA & D BRENTE <. K58
IREED R HIBAGRIREE T3, pVLCEA EET.
VLCFA OAEEEETHODH S - EMRES
NTW3, £, ALD EFATIL. —HREICmE
HICEEE R,

F7-, FROBRE ghost cell %AV =SB T,
M D free fatty acid DEERINOBATIZIE. B
LRI EDE L 2 H D EFEZ LTINS,
FNLSNIZ/AEN LIBT. YU T —%
N UFEBENNOBTREOBFHE 2 5381T
5.

T ZTHiE U 2 SEFNC SR ERIRER O BB
FRIRERIIFER Y. AL A7 3 EDH|
TETH pVLCFA I3GE% T, rVLCFA O 7R
OSSN ELD, VLCFA O LR EEEY
A7 4 —OHBIC DN TIIS SICHETS
WERHBHDO, ALDR 72E ALD-P LISAD
R MERIE OIS &% RT3 Rk
HEHEZ SN,

E. ¥

pVLCFA IE% T, fVLCFA OHAHEEZ E T4
OFET SRIREMENE A 5z, FERFI.
ALD DIFREEE X 5 ETH, TSN NTR
MERREDREIFER P 2§ 5 L TH, &
HIEREEZ 537,

F. sEHRE
1. @R
AqW
2. FHER
AR 15 FH B AREF SRS THRERTE

G HRIFTBHEOTHFRR
7L



BARFEMARME (RRERBMNRPIEESR)
D ENRERGE

ABERECAMAT s —BEEFORBEZED., Zellveger FERBHELOD
BEERRE 2 L-EMI-ET 2K

DERREE AR (RBERFERFREFEFRRNEEZ )
Bt/ TERET (RBERFERZER/DEREE)
NHBE (RBRRFEFE/DNAREE)
R#MNT (B RFERFLRNREF)
HAER?OFFRIEE, BERER, WE, FERR Y Zellveger ERBROBRR

2L, BFEOHERR ALD 2o-ULd %3 Y — b BB RBEMRIBE TRV, &
TR RBEN EEZONAEMEER L0 THEST S, EFIX 37 B3 H, 1780¢
THALFEHEGRER T, BREBVBOEREZRAD 120, S Zellweger fE
R -0, HEPIERE TN T R — ADOFEENMER I, BBR{LEERE
O CTHLREEZHRETEARh o, LI L Westernblot TALDP O RIBE 8D, ALD
gene K% ZTp large deletion NFEET D Z EBHALNE 22 -7, REFIOMBATIX
ALDP OBRE#E 2 3 L TR TEELEX b,

A. TIEBE/K

BEEAE R b7 i3/ R AMN,

RN KRS, /MipifkER Bl Addison 72
FEERBRRENTFET S, HiER
HZIED X A 713 PEX Bl FREEIZES
RN FH Y —LERBREELLTO
HARAL ALD LIAMZ it S Tngy,
LAERET: & 13 Zellweger TERBERE DBEHE
BE2L., BEFO-~NAFTT Y —biFE
IXR2 3 ALD BEFREZEI K
BHENEZZONDEMEZRBRLIZOT
WET 2, AREFORENIL ALDP DOEERE
PEZDLTEBOTEELZ L O,

B. BIRAi&

SE : FEIZ3TE 3 B, 1780g THI4AE
LI EHAEREIRT, £%BHN LR
EE, HAHET. BEREY., HE, FE
KR ERRDT-, BEGHIEVIBEOETE.

ROEHS AR B 2720,

ZellwegerfEBEH R YOV AT Y —
LIFEEE-> T, 2D, HHEEC
BER Lol B8 MARIZET LT,

AT A E - B R AR HE A AT D 806

Fitda, NFF— A B{LREE
FDWestern blot. BEILREREE
FOBYR EEBFEIIEIWTBE IR
7o

GBHETORE  BEAALNEES
NENEIICHIEREL =,

C. BiRfER

HATERE KO FF Y —
LEBHE (h% 5—%F. PMP70. Acyl-CoA
oxidase . D-bifunctional protein . 3-
ketoacyl-CoA thiolase) 129 5§ifk% A
WTHBFLEZEZS, WThbULEF
= AR E I N, Zellweger FEREE
IREDNFF Y — ABRREIERS
EaIhiz,

Western blot : F#&iZH Y 7 —E,
Acyl-CoA oxidase. D-bifunctional protein,
3-ketoacyl-CoA thiolase D W TN HEERE
HEZRHLZ.

BETHEN . SBRACREROBMRIE
fE % B¢ W1, Acyl-CoA oxidase . D-
bifunctional protein .  3-ketoacyl-CoA

thiolase Bz F Z T L 728, LWihb
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FKEZEZ ONLDZERIIFETE RN
e
ALDPIZEH G 24T : ALDPIZXT %
HifkZ AW T Western blot 33X UNE0E
Pk it &2 A, BFETIENT
NHALDPZRILTE Ao/ (H1).

' 1 | control

patient

KN TALD geneD gt 2 PCRL % F
T2 E 25, §XTDexonM g
INT. ALD gene®jii7zdeletion?t
HAHEMR SN, BE, ISICEEE
LT ORI ET> TS,

D. B

LRLORREY, FEMFIL ALD gene
DILNIR RN S 0, BESNGE DR
HEEEZZEELEEEZSN, R
NS D Zellweger FEBERFERLIOE ]
R R 7S E LR BT OREHEZS
N5M, ALD gene B I UG EHIE8E
REEENINSOEREREZBZS LT
BB H O, ALD gene DEGEEEZ S
TR TRBICETER TH 5. 5%,
BT KK OFEHEOBETE ., WBLOMHT,
RGO E 2D BRIK - 5
MR L OFEEZBHAL T Ewn, T
b ik ALD BT D5 genotype &
phenotype DOBEIEMEHDFRBNDIZH R
D9 BEBRXLII,

E. f&&R

ALD gene D RIBIZ LY Zellweger FEE
L OHEER RN 2R U IEN
HWEL. ALD gene OEEEAFIRIC
HHRMENC 2D EEZ BN,

F. BAIR%X

1. @FEZH

1) Raas-Rothschild A, Wanders RJ, Mooijer
PA, Gootjes J, Waterham HR, Gutman A,
Suzuki Y, Shimozawa N, Kondo N, Eshel
G, Espeel M, Roels F, Korman SH. A
PEX6-defective peroxisomal biogenesis
disorder with severe phenotype in an
infant, versus mild phenotype resembling
Usher syndrome in the affected parents.
Am J Hum Genet. 2002;70:1062-8.

2) Shimozawa N, Nagase T, Takemoto Y,
Suzuki Y, Fujiki Y, Wanders RJ, Kondo.
A novel aberrant splicing mutation of the
PEX16 gene in two patients with
Zellweger syndrome. Biochem Biophys
Res Commun. 2002;292:109-12.

3)Suzuki Y, lai M, Kamei A, Tanabe Y,
Chida S, Yamaguchi S, Zhang Z,
Takemoto Y, Shimozawa N, Kondo N.
Peroxisomal acyl CoA oxidase deficiency.
J Pediatr. 2002;140:128-30.

4) Takemoto Y, Suzuki Y, Shimozawa N,
Tamakoshi A, Onodera O, Tsuji S, Kondo
N. Epidemiology of X-linked
adrenoleukodystrophy in Japan. J Hum
Genet 47:590-593, 2002

. EDRER

1) B, TEPIT. s, 17
AWEE., AR, ITHEEE : Mo
FREIZRBITALA R — DD
Bl Z/NMIC BT B BIEOKE
% 105 B HA/NEBES E S
2002. 4. 1921, & H &

2) $AREEZ., PIARYEE, TEMIT. i
FEEE  BEAE AR Y 4D
SEPEEHE GFE28). F 44 EH
AN R AR S 2002, 6. 27-29,
(=

3) MiANEE., BaRMZ., REAF. F
BT, JTEREIGE ;IR A v
ARIFA R —DJFARAT V=,
F 44 B A A/NIRHEF RS
2002. 6. 27-29, {i&

4) TE{RIT, $AREZ, E#EMATF. T



FEE, KMEE, EHEEX: BXK
AN A X — KRB common
mutation {2331} 5 haplotype DREFT.
B 45 ERAERMRBMRAEES.
2002. 11.7-9. #F

5) ARRZ., MAEE., TEMIT, &
FEEE  AICB T 2RIEREY R
ha 7 —OBERRE. % 45 EIH
AFERRBREFES. 2002, 11. 7-9,
il

6) TAWE. ANz, TEBMT. &
PEEE GC/MS ZRWE—FRT
AT LI L BMEHEIEEROKLEE
IZDWT. 58 47 BIR A N FRIG¥ =,
2002, 11. 13-15, HHR

7) Shimozawa N, Suzuki Y, Nagase T,
Takemoto Y, Kondo N: Genetic
Heterogeneity In Japanese Patients With
Peroxisome Biogenesis Disorders And
Evidence For A Founder Haplotype For
The Most Common Mutation In PEX10
Gene. International Symposium:
Peroxisomal Disorders and regulation of
Genes, Sep 25-28, 2002, Gent, Belgium

8) Suzuki Y, Takemoto Y, Shimozawa N,
Kondo N: Epidemiology Of X-Linked
Adrenoleukodystrophy In Japan.
International Symposium: Peroxisomal

Disorders and regulation of Genes, Sep
25-28, 2002, Gent, Belgium

G. MHRFMAEORA/ARE &L
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RAENFHARMNS FrEREd RmEFR
SHEPTERE#H

ALD 4 #ESRBARE O 7 © DAL NS

A R ELERNERAY - KR - 58
EILERER A - ¥ - BF

var ity
BAHEE  TH BE

WaEEE ALD BEERREZHNE U T, ¥ 100 EOEERIMIDWT ALD BB
MO SRR S B ERE LRI E 2L ORKEEITo 2. TORE. &
Elanime s tiitk 2B S B2 HEO 7 SR/ 1 RERHM L, #12, baicalein-5, 6,
7-trimetylether (BTM) 2. $IBOEMAIZIIFES> 523, BEWIELE S B{LEk 2
BEKERICEEI /. BIM OFERICIR. 5. 6, TNA MR IETHL T ENE
ETHo/. BIM UL M T, ALDP REORILAF I —A ABC ¥ N\0E
ORIMIBED SN -7, Lo T, BTM i3 ALDP ¥E&EMOBESIER 8 B Lk
BEBEEL TWBAEEENEZELA SN, -, SEHT IR/ 1 RESDEAAR TS
ZDHIZH, ALD BEBRMEFMBEOBEFEENR S BILEE2ZNEI T2 ONRME

iz,

A. PIEE®

ALD EFizBWTIE., N, B, migd
s EC B ESIBBAERT 5. ZORRI,
RIAF ) =LA EIZTFETS ABC & N
28 ALDP OREICLD. WMEFIR8E G 2
LERHENRET TR ERLBEEILNT
W5, BIC. ALD HEBHEFMBICS N T,
M ESHIRE B BUIEMAMY 30% ETETF L.
MEEsE0U YIEETOME#IEN SR
NWHML T3, ZPETIX, ALD BEXD
A HKE LT, ALD BEHESFEE O
@I E 5 BibEtomE R, £%
BABRSCICELARHLFADAI -2
TEFok. ESREYHEIZOVWT. £O
fERSE e L,

B. WFRAE

R ALD [BERME IR % . 3RS (20
uM), BEHULATH A (20 pg/ml) & SEHEH
BT 3 AMEBELE. TO®, Wil [1-
“Cllignoceric acid, [1-*C)palmitic acid Z&&ML .
—ERFHE. ERTIRVEERBADEER
THILITKD, 5B B BRILENEZRD /-,
BRSO NN AF)—2 ABC ¥ /N7 H

RECRTI2HER. EHLEH WA
immunoblotting 72 %5 TXC RT-PCR iz & v #hat
L7z,

(WEE TOEE)

HEE GITOBEIHEE) OREE2ET
FH L 7= ALD BHEBMFMEEZ. BRAEY
RS ARRE L HB ., MK FEZE L AR &
BREDEEL ThEnE,

C. PFERR

ALD BEBHFM 2 SBEKRHHEE
TTHZEL. BREENRE S BLBEEHE
L., TORER. 17 @EOAMNELEE R
L. 2058 HiconT, BE ALD i
EEL TOWEENERIN TS lovastatin
(S uM) ZRdBELT, 2RAVU—Z ¥
1o 7. FD#E, kacmpferol, genistein, BTM,
diosmetin-7-glucoside, isorhamnetin, 5, 7, 3°, 4’-
tetramethylquercetin 72 D7 SR /1 RICHE
HEI<ESUNRRINSE, BENEoRT
SR/AROELIE, 20 pM OEETHE O
W% 40-60% BEMREH. BTM 301y
HEREAEHFE T, BEKENICHEER
el s BB EEEEE~, BTM OoBX
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EiL 30 uM TH o, TOFEIT lovastatin
EhHEm<, HiRFEDENI EMELNIT
A Y AN

BTM i HHEFEO SN2 D T, Bls
W CT#HS baicalein (BTM @ 5, 6, 7THRDA K
F L EAKBEREICERE N/Z{LAY) . baicalin
(baicalein @ 7 frDKEEM I 7 0O BEE
Eniesy) OERERS LN HEMN
<, MROMAEEZHEFZL~L. £/ BTM 13
At AR LT ALDP %50 ALD BERHE
HiE S ALD mRNA ORENEDH SHAN
ALD BERMEFMBII BN THYEY TH - .

B, BRI AFO)—LBEIE 4 &
o ABC # /N7 B (ALDP, PMP70, ALDRP,
P70R) OHFEDVRES N TS, £I7T, BTM
MENSOY NV EORRFEZNTL T,
B ERTAUEREZHEF LA, LEALEYS
& ABC ¥ > NI HEORBRBOBILIIRD SN
TZh-oic,

—F., EAHARISEOLFAILDVTH,
ALD @M BT DB EIENEE B R
EHEREEEZRILE. TORE. BHER
B, NEHEILFACEPERED SN,
INS5OIF AL, HiKEE D incubation Krilfic
77 L. lignoceric acid @ BB LEEZHES
7= . Lignoceric acid 8 B{Li2%$ % palmitic
acid SE{LOETHBE. 3 BMOAETH
RN B BLEZER L RVICE#E S B,

D. &%

ALD [T OMRKEBTH Y., BHEE
MmN - OAERREETH 2.
Eiff. A¥F > F& lovastatin 4% ALD &
Mg OBESHEYBREETSE5 L 0RE
Maahl, LHALARS, PRV NED
BELHD, —EDQDAEBBSNTHARL,
EPRERYAINVRBEOEBEIIEHEINT
La7= 4-phenylbutyric acid b X M BT £F
AL EEEREE trichostatin A |7 #8508 1 B
BELIEN L RAERMND 2 EOBREMNDH DA,
797 Jreg i s SRR s 1 N oA e

AW TIHEERSTICHEEHL . ALD HER

MM OB ESHIENE S BBt esEES
/2T LEBEEIC. AMESaY BTM 2 R/iHL
7. BTM O&f S5 HEE TS E{LAEIL lovastatin
LD, UL bHIRME~OREII N
T EMGEE RN, /- baicalein, baicalin & O
iz k0., BITM ORI, 798 B
D5, 6. TRICAMFIVEEZETAIEMN
BEAEZ SN, £/ BTM OERSH#ICHE
LTk, DALD fHESMIMIE. ALDP 7ieE
LEaBIKEHELS T, EROK 0% OHMEH
e S LENAE b D2 &, QOEEHIEN
BRI AFV-LATRERKIZSBIEIN
LIEEEETDHE, ALDP JEEKEHORHE
BWEEL. TOFEEEENLTHERLTY
HEHEESIN,

4H, ZEOBEAARLFAICH BTM &fFH
BEhrpRsrBoons. EHARIIERICE
MoblAINTWE I EMG, KREEXKEL
THHTE DAL H 5. 5%, BTM D
HARILHF DWW T, ALD fRAESFHA 0 B
E#EBSBOETR. ALD /w270 LYT
TATOPRERATEEEEDIT. TOH
BTS2 TETH S,

E. ##

ALD HB 3 HAHMESF M B 0 ] = S 0E R B 3 B8
tEEELEELTI2EED 7SR/ 1 FER
ML=, #i2 BTM &, MifgORMICiigEs
529, BMEHEHBO S BEEEEZREK
fERCsE U, £/ BTM OERIICIE. 5.
6. THICANFVEEZLDIENEAETD
%, BTM JAE L 7=Mifa TiX, ALDP 2 EDR
NAFy—Lh ABC ¥ NI BERSTICED
mRNA OWMIIED s ELD,
BTM |3 ALDP 3k fetk O SR IR (CAE
AR THERBL THWA N X
N5, i, KHERE. AEWBTIF AT
HAMEIRRD 5N,

F. WisEs=E
1. @WMHRE
1) Tanaka, A. R., Tanabe, K., Morita, M., Kurisu,
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M., Kashiwayama, Y., Matsuo, M., Kioka, N.,
Amachi, T., Imanaka, T., and Ueda, K.. ATP
binding/hydrolysis by and phosphorylation of
peroxisomal ABC proteins PMP70 (ABCD3)
and adrenoleukodystrophy protein (ABCD1). J.
Biol. Chem. (2002) 277, 40142-40147.

2) Kashiwayama, Y., Morita, M., Kamijo, K., and
Imanaka, T.:Nucleotide-induced conformational
changes of PMP70, an ATP binding cassette
transporter on rat liver peroxisomal membranes.
Biochem. Biophys. Res. Commun. (2002) 291,
1245-1251.

3) Hashiguchi, N., Kojidani, T. Imanaka, T.,
Haraguchi, T., Hiracka, Y., Baumgart, E.,
Yokota, S., Tsukamoto, T., and Osumi T.
Peroxisomes are formed from complex
membrane structures in PEX6-deficient CHO
cells upon genetic complementation. Mol. Biol.
Celt (2002) 13, 711-722.

4) Huang, Y., Ito, R., Imanaka, T., Usuda, N., and
Ito, M.: Different accumulations of 3-ketoacyl-
CoA thiolase precursor in peroxisomes of
Chinese hamster ovary cells harboring a
dysfunction in the PEX2 protein. Biochim.
Biophys. Acta (2002) 1589, 273-284.

5) TS, SPER: LAFU—LE
ABCHY > NIUBELRBRRAVA DT 4 —.
H{62% (2002) 74, 1166-1169,

2. FoRE

1) SFHRER, SRS, MILASHE, M, 7
Mgk, SHElE  RHMRERREZRN
HBULERILAF ) —LE ABC 5 230
BOWERNT. HAEZERSE 122 £2,
2002, 3, F#.

2) Imanaka, T., Kashiwayama, Y., and Morita,
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M.:  Peroxisomal ABC proteins and
adrenoleukodystrophy. 1st JBS Symposium,
2002, 6, Yufuin.

3) MILARHE, THEER, RHEZ, MEEE,
AHEHEE - PMPT0 ORILFAF - LR
fE{IZ B 5 Pex19p DRE. £7 5EE
FEEFERZKRS, 2002, 10, TTH.

4) e, TFHRES, Hf, ARk, 45
R EE - BRI S21 R AF o —
L. BT 5 EHAL LFEEKS, 2002, 10
HER.

SBAKXRST, TFHMES, THEH : T b
FRNVAF ) —LELECBITS ABC ¥
>INUE PMPT0 Ot HEHFEDFE
245 25 [M4ES, 2002, 12, k.

6) RTH M8, SFHRR, SHEME - 2 X &
PABRICE LSRN AF - L ABC
8 >IN B (ALDP) O H%HE & K pa &)
BOEL OEFSTFENFLE 25 @ES,
2002, 12, #¥k.

7) Kashiwayama, Y., Morita, M., Shibata, H.,
Kato, H., and Imanaka T.: Role of Pex19p in
the targeting of PMP70 to peroxisome. 42th
Annual Meeting of the American Society for
Cell Biology, 2002, 12, San Francisco.

8) Imanaka, T.: Targeting of PMP70 to
peroxisomes and its molecular properties on
the membranes. 2002 Symposium on
Peroxisome Biogenesis, 2002, 12, San
Francisco.

G. HMATAHEDHEIRR
1. %irEds
TBIBMAE A MO 70— (ALD) i
NTLHHEE KEL T, HFHETT
H5,



BEEBERARHS RERENRFRER
SEEHREE
EENRRICE T 2 RERUAERFIZET 5 A
ALDDOREIZB T L FHRELET ) E R~ 2 OBRERT)
SRIRE  BE B ZFCPEAREWEN EEMRE
WAMEE KRR =FOPEMBEWRRT LENER

ARES b PRIBEHEVA POT7 4 —(X-ALD) I B 58K RNEZOREICIRGONERTFO
BGEE I NT WS, Y F—3 (ipidosin, Ipd) RX-ALDIZBWTHEEL2ZT MM TRENICR
R 5, BRHEEHREY S NVCod Uy —VEBHERTTAY ONIETHS, LpdidALDICBIT 28R
HIEERERFCRDONERTORNREMSFTH S, b3 AERETEMSEICL S TpdD 7
A hO¥A MIBTHHBARTEEZRE L. COEE. IpDdBTOMBNSEICRETS &R
<, HBERICAS DML TWAS I EMHSMIRo 7, B2, BHOEFEOBMEMBITLF 7R
AEORERSICEpdPEIZSHBLTHEY, ME—REMAB LU+ 7 A OEEE L IpdD#RE & o E

HREFEZEND,

A HEEH

ErEIEEEYA PO 4 —(ALD)IZ, BIBH
BOA QT 44—+ NV EALDPEBEFOE
REFRETLBENEBTH S I ENHSMT
ST D,

ALDIZBW T, FIChAHE. 8. 31%. #
BICEENRONSH, ERBETFALDPOFEER
BRI s OHBICREINS DT TIRAEL. K4
T TAEICED S NS, Lo T ALDP
DEEER B EALDIC 31T B4 REE & 0ff
O <HERENDNTERTFOFENTHS
N, ERINTEE, LAL, BHREHRTIZ
BuhwZashTssd, ALDIIBV 2EEBRERT
WS TR,

ERYTABIVE PR OFBEBETUE
K—< (ipidosin, Lpd)E7O0—=7 U7,
ILpd®Drawya )N - FEOVIZ, #EEHE
BLUOBEHBIENROEREE VWS, ALDIER®
FEMART I EMNBEEIN, Ipdhik FALDSRERE
BRI b TWAREENE X b b, KARE
i, IURABIVE FOFRBETIDdO L EEEE
ZREBHL . ALDREE#EBICB T3 pdO®RB 25
MITBHIEEHMETS,

B. A5 A&
AL/ 70y MESIZED 7y RLpdo#Hgs
i DA

Bk oy b OEHBEERBE L, wet weight @
10f5& [ 1% SDS, 10 mM Hepes-NaQH (pH

7.4), 150 mM NaCl] R THRES 1 XL, HE
xR hEBRAKRTIONRMAL, By 8
TEEPMHELUR, By NI HE 200g %
12.5% SDS-RUT7Z V)7 2 REKKENC TR
BEL =%, EIRIAM 70T ATEBERAN
TH N EEBEMIZPVDFBIZETE L 2. ]
lpdE/ 0—F Nl LEE RIS %, b
FF L —FERET~ T Alg GHAFIZ & - TLpdhi
EERHLE,
2. e T M & DM E R
BTy hERTY— VKB TIZERIL .
Zambonii& (0.1M V) > ESE@KRA% N FIVLT
VTR, 0.2% E7 ) BEpH 7.4) TR,
BEETE oI 4BEREERE L. H87 oy
7 %2k EEEE A (O.C.T. compound 4583) i
BEL, Z0FRYy MIFEERLE. Y%
$iLipidosin monoclonal #i4k &4°C 2 - 3 H RIS
IRz, EFF T T AgGEREETTHEIERG
ARG I H#%, ABC## (avidin- biotin-
HRP #&M%) 2BETISICRE 454 RESE
. YR EREL. 0.2%5 = 8. 2.5% )
=75 REEE0.IMPB (pH 7.2) T30
7 BELZ#E. 0.1IMPB (pH 7.4) T52rx 3 18l#
Blic, WRFENAFS—VEBE® 0.3%
Zw VT EZDU A, 0.2mg/miDAB, 0.05M
Tris-HCI Buffer, pH 7.6) 1210-3047. KWT
0.0045 % BER{LKFZSOREHEKIC2 - 7%
B, YR %1% 0s042580.1MPB
(pH7.2) T305BH L 724, 0.5% BtEEY = A
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W& ACKREIFTELA, 1% FRERMLLE,
2.5% TV —=NTFNFE RAKGETEEI0SEE
Uiz, WIFELR BB ERE. 8RO 2E
L, 7S A, FICEETRALE
%, ETFEHMS (H4E T JEOLJEM 1030,
JEOL Co.Ltd Tokyo) THZELE.

B ERII DWW THEZE (L E L MR 2RI E)
MREL Y -DEDBIHECO L DE, BT
HITREOS AFERK L=, £/, & FAKORNA
KoWTiR27Oo0yFy 7L DHREN TSR
BERTEOH T INVERWTED., REEOME
7z,

C. WFeHs 2
1. Iw Flpd¥ /N7 B OSSR

R Z v b OBRREBITBITBlpdy T HEL AN
JVEHIpdE / 7 n—FIIfiEERWeET A/ 7O
v MEICL > TR L. TORE. IpdidER.
BREL, MMICHEEME L I THEET S I M5
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