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Lysosomal enzyme D—2ThBB-Fusuv=#—+¥ (ECS.2.1.81, UTFB-GEE) i35,
lHsRE, SEENES, BRA SIREELE FRIREETEES o3V emBET T LR 50 LAl
b, TRABKEAEWEE L TESTHEDES R CHASPCEET S EPEHIN TV S, ARL &
BAxOERBIRBIZB—GIEE ERANCCOLS - GHENEEDBB 2HRL, % DR# O BIRELE
OBMICHRTEST & 2HEL TWVW5, EEb 3t MERPOLABEMESMER. S, 5 eEaK
BESd A E2HELIL, LLAZMBS, COendogeneous KEFFHEMBEOMAN N 2 DAEALFE
Ky, ARG RICEL MINTVWENL, ENERRCOVWTRZOFEET LS HERLPIFEIN
TW o1z,

EEIZT 2 EFR% homogenize L, btV 7L UBBL TEHNIZAAMEES % S ephadex G-100,
G—-200, DEAE-cellulose column chromatography 2752 &€ &Y, column chro—
matographyf, ERKEN, BB OWCE—2-GHEMEERZB AL LITRIPL 12, ZLT, TOE
RIS FE 340,000 T, 17.5% protein, 20.8% hexose, 19.9% hexosamine, 21.8%
sialic acid, 9.6% fucose LD ZABEAETHAC LMoLz, 75, COMIBRICYE
UTETRE O MAEINEENEESQE TREMTHL T, specific activity PELCES W
EOERAFTTCHOOTHERFL TABZEROWL 25, T FREFHBETRERCHEL Tfucose,
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hexose BREME <, total amino acid FERDKI 517, BT amino acid KT proline;
alanine, glutamic acid, glycine, serine, threonine &P, N oLUNTRMAE IR
AERLTHo1z, Total sialic acid, total hexosamine ZEiT I < FHIL T35 galacto—
samine XId % glucosamine DT VHEE FREMRTZ0.027, |FRTIR1.15 £4bh, FBLWVE
BEnreHiz, UL, choBEBTOHEEER I Lineweaver — Burk’s plot & Y AT non—com—
petitiveTd b, 2 DEE/EMAS83.33 mM Nacl, 16.67mM Na, SO, TOMEW1 4 LFMT L b,
AWHICEE T AL L E ERALMTL TaILd, SEEIH 22 OERBRE, active site®Zd HS0MTT
N AMEREMmL I,

Hib, cceFTFRIVEBONIHEENHEI I NS6 -GHEMED active site ZWrT 2720wkl
EMECNTA2HRAANE2/FHL, REENBR 2045 (408, e rvliB X O XEEME L HAER %28
$5anti ~ A -GHEWHE, Hba,~-<rs0507) o OMlibERSL Z OEABFEC OO THIEL 2,
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B-GEMREL-GHEHEFEDHE : B -GERAEREEp-=to - sor1 F%2H
W%Nobenaga DHIKICLHITY, 8- GHEFBHEEHHE L Sakamoto BDHHEIT & 512,

Anti—- 8- GEZEEHOHE  HEWMES0.9 (1249 protein) HFEFOBEEFEE2Z 100%HEL L,
ZOEHZ505HPIE S anti —B-GHEHE %21 unit LT,

RERMBOEN M3 AEENEIm 2L L, Freund's complete adjuvant %204,
AEftEY &+ X2 A0 1 0 HER 4 BIEAEL, BREFELIBRREROLZ, BonHRERGBE5L 6 °C,
30 THEMLL I,

PR OWH & REESKE : A DR 2 Ouchter lony % HEEBEXEKE 2 Kohn DHER L 517,

€ bOEL D anti - B-GEEMEOMH : MEHEE, DEAE-cellulose, Sephadex G-200,
Sepharose 4B column chromatography B{EC X b, ikl 1z,

ThREGREN DBIE : EREREE Spineo model EWELETB9,460 rev. min, 20 CTHEIEL I,
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BOoNIERAMBEZOuchter lony EOZERFHMET 2 F T - GHEWEE 4D LBRZA
U, AEEMEOHEEER 20T A L2BALIC, LoLas, COPMERABRAMBO AT,
EEMB L UBRIG 2RI L o ERV S FMBCSN T AN, TUOLERAKEZEETS
euglobulin HHD anti — B ~ GHEEEED specific activity i£0.44 anits/my protein T,
EEMBEOHFE0.50 &), RERAKCL 2PNFAOREHRRD LN o1, COBRRIAMEE
PED active site A antigenic determinant &f—THWC & BRI % & e, ERm AT b
anti ~ B - GHEYEBEEL TV AT L 2RRTIEDTH S, HE, ABRZHHEHcHL T, HEEHES
ZL ECETRERZC OBREFAEZAVIZOuchterlony test THAHEEME * LBHEZEEL T
WhCEERLI,

—h, ER7 v XMEPTCanti - 8- GHEREBEEL, D total anti - 8- CHERED 50~
54%% pseudoglobulin HA THDEN TV AL EBWLD X L>TD T, CDanti -~ 8- G HEYH

—216—



2HLMCT B2, b MMEZMENC, MEDE® 1 st DEAE-cellulose; Sephadex G- 200,
2 nd DEAE-cellulose, Sepharose 4B column chromatography %ﬁof?%%hflﬁﬂlio
WT, EEON, BREN, REESKEBNERcL), B-LERRBICLTRLIL, Ccosiban
tmni—ﬂ—Gm%%Euw%%ﬁsg’W2m7S?,%E%iﬂﬁmaaz—vauﬁujuy(qu
~MEBR) THAHCEVHETEI, CDa;~MDanti ~ 8- GHEEH®D specific activity 3
3.50 units /m§ protein Tho1Z,

a, ~MOFHERE KT 3 EAER L e, -~ MBBAODHBR2RET 2 0EIPLE S 2 048
preincubate LZZFAUELs 025 ap ~ MRINBREE & SETL €, 2 ONH SR QEENENL, T2
ﬂﬂ@t@w@$@%%§1%wmﬂb,@—Mu4%wmﬁﬁﬁébﬁﬁnﬁa6ﬁmotob#é%@
HHEFERAGERN TS Y, a: -MaBRA - GIHL THLHENSHERZEA LV L dBETET,
AbWay~M, B-GRATFECEZEIVHIEELETHY, ZhZhplb.4, pl6.1TTHBLENS
BEILa; ~MIBFRENICHENBELHEL, XAEMED active site WIEBEREL, ZOER
BRCHTAHEEERAZREIRTC LD LHEELI,
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(1) ETRLOMEINILA-GCHEVEICHTIRERNBE 27 ¥ CERL Iz, BonBEKEE
EWE & BRIG 27T 8000567, BEFEOPMER RN TS, ERY ¥ il EoHRmER
EREBIKLNCEND, KEEWED active site I antigenic determinant &RE—THWEHETE
L,

(2) IEFmMEFRCHFEETS anti - 8- GHERE © bl s 26, WEZSE#% DEAE-cellu-~
lose, S ephadex G~ 200, Sepharose 4B colum chromatography #{E & b #ifb L, LERGREL
REBRKB L EOER0 b, ~MTHAEMAELI,

(3} ZFBEEHHINT % a2 — MOME FREFC OO TRIFLTIZ,

wRNBEOHERDODEE

HEEAL I HRPRSRIEEB - v2 04 —¥ (LUFB-G L) ODMEYME 2HEL, &<
W72 ETRG OB LEEME 2MMBL T, 20K CEEEORIALE 217> T i, CsTRBan
TZERSIE, LT OREB L LT, HEVMBEOERBIELZENHTIBEN 2857 e L TRELENFES
TS NIcEBREZTRLIZ b DTH B, 7

KB R & EBRG K
FTTS4ETFRFECA— P2 ) T VAR TESNIABEEES 2IARE 777 » 2 2G- 100,
G- 200, DEAE®VOD —XD# a2 02t Y374 -} T, BESXKEN, By —2HEY

HERZHEI,
CN%704 VFREET VN PRBUNZSDE—EFRTY ¥ FICH FEHL THRENF 2ERUT,
CALE 5 6°C3 0 HOIAMLE & b BN,
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-5, B-GHEHEEZ2BL IV 2RT (HiL-GHEVERT ) 2t rBEILDBET A C L 2EHAI,
Thabb, T—wdhiie FBEEREZSES BRDEABEtve —X (—&R ), ® 7757 » 7 2G—200,
DEAE®WE—X(ZR), €779 —X4BOHS220% 7T 74 —@old THEBEON, BSEKE
W B 2RI,

B-GEHREBp-=tv 72— swror4 FEAVEH%E( Nobenagadk )itk > THIEL,
B - GHEFMEDOHE GRBEESDERLILAKIC L 510, 18 - GHEYEBHEC VTR, HEYES 0
19 BETOREBEZ 1005 L, 2050 3B 2 120 TEEE2 1 unit &L TV, HikOBRE I
Ouchterlony it &k o7z, -
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{1} HiMiExOuchterlony ZEGREHHEC L > TA - GHEME L DM 1 KOULBER 2 RT3 &
e, HERE2HAMNT I eBTHaINT, MEER Y FMBERLERG 23RS 2005, HEFEE 2P
THRENEELI., CcOBEENS, ERY 4 FMEPCHL - GHEVERTOFET S C L, RUHEENH
OFEHEA & FURRERE S RA— T EBRBa QT ,

(2) IERyHFMBRDOIL - GHERT & pseudoglobul in TR I Z ST I LWBRI NI,
e MIES S - R ANICE R - GHEHERF SRR 20.7 S 2R, REESKE) Y4 -0 b ap -
< valo 7Y (LFa, —~M&ERED) ERIEINT,

(3) @z ~M®DB - GHEBECHT 5 EASER 2FHMCRFLIHER, © RANFAMRBFEDOIL DT T
C. Z0fDpreincubation BRHETHIZ &, @ a ~-MBEO—EW/ARCET, RMBRELH
FISNR & QEBNLEEETRTCE, @RENFHCEII I8 -GHEMBEE a; —~MOEM WL ;4 &
HEahsc s, EBRani, ¥, a; -~ M B -GN UEEN ZER2EA LI 512,

LNHDHEEISL, @ -MiS - GHEVEHCHRENKESGL T2 omlERN 2o v 73581k
WA - GHZEWHEER2d 60T b DEHfEEIN,

BEDCEL{APIER lysosomal enzyme O—HThHAL - nso= g —¥rEETIYE R 74
ETR> S - R L, ZOEEBEERAORE 2RELFNEA» ORBPL TEE LERBRLHAR 2 REL
1D TH3, o TN UBEEETORN2EST 2 L3@UTHS LHETS,
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