WED Ko -FAREBOM AR
FEE KEH

(MR R R E SRR AT Bl 310021)'  (TLKZAEGHSZER BN 310007

M E: TETHEYR EFBETSAERE AR, SRRENLHNRTAREE LR
EER. AN, BEII SR —RNA. CEABTRYREERS. FHEXEM ¥
AT RERNEREEHNEX, FAEAKRHEFEOHESRES NAOREAER
FIIREN. FRMEDERY ALAMTRABERRRG. HREHERNARKLZR
R, WEY AIUNTRE—HETR, HERAZZ M ERNEE, BRENNEHEE
WA R

KR 3B, WM, ISR
hESEE: 093  TEMHFIRE: A XEMS: 025312654 (2002) (2-0071-04

LI TR (o-Galactosidase, EC 3.2.1.22) R i8N, BEHk LA
BAKRIGREE ., CHRARESEHERRL  BESHILBEFLLY, ARTEKE
T, BT, APENEEEHESERE, REKBIE «ESTRNEEH.

MAR oL HMIHMABTIREY, ZMESS. 8. EHTLSSEBAH
HIR AT . BN 60 SEREIFF M E Y DL oL RSN BER BF, FXT o
T R HEAT i R R B ) RET 10 FREMFHLTHED o SR
MEMILERATE,

1 o FAMEMONED

AREDS, Al HiE . JEN. BHSHRa MR - FAMTNE.

A KGITE . BRFATE. MRS, SRR FRTE. TR, R
FRAE. FERTEY. RERARLRE, EAKES. FRINAMRE. MEE
8, BAARE, \RNEARSE. AEANEENE. Hl%E. Ri%. Xl%E.
WEhE. MEE. B8, HECHERE. BE. 8% IREARKEEHN.
REHEBE. IASHERTHE . KHRBEYF

2 o HIAMETMHEEELEE

2.1 ~LUMEBMHEATRSERBRE MO IR ERNOERT
ARBTNIEEFHERGN o D-LFFEHTR, L0 FH DR, B1E 90 SR

"M B 20010102, #EEIRNG: 2001-03-04
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KA RERH, HEEAEY LSRR RS EE R LI BT
Z0E, FEERRR LD E LR o IR MR R T AR,

Reiji Kaneko"*' ZTEBF % Aspergillus niger5-16 i) o- ¥ A MM EA R RS R 1N &
B, HMREDWHERE LM (pNP-Gal) . B8, HHER AR MM
UE, $RIG4 DEAE-S4EEH A SP-Sephadex G-50 A HIZE R 5 A SHTA{LIB B — b o
FEHR, THKME pNP-Gal, [ERREKMRE ., —HEHTHBE DEAERMET
B, B—HHEAARN CEFBHFMEA ARKEES RS, UHE RS
ERYIBRBII T, H RS EM AR iRk o LIS W T k.,
WM-M" (Gal), EEHFRGHEH-M" EEEALTIE Ca EBHBIM T R, X 51U
A LK R R I A S o BB EE TR R,

Elina Luonteri ' ZEBFST Penicillium simplicissimum (] o-2£ I TP RS R RS SRS R 38,
P. simplicissimum GE7 % 37 o LB BE: AGLT . AGLI. AGLII. X3 MEENEE
IEVIEAR T . ACLI BB Wb A 87 % oL SIS, M TR 5%
-EAREREN, REHNESHIE T 5% 8 o« FABTE; AGLIBEME=
BORTE, EERENEESRFEEEERE PR LA T RN A 0% -
100%; X AGLIITE, EXEMABTHAEERETY ¥ ETRNmNESN
HEES., # -SHRERA, ACLI R FEXEEEEOENEERTR,

22 HIAMEMHNDBRUFEY L ABTHYSHENBETE TS EE
AP, AR o E IR FISER R Yk BR A 1 — 4, I DR T A Schiff
B, BT E TR R R R . 7 o2 U0 T B0 40 B CZE A C R S T R
PHEFE, FHRTER AR TR AR C ISR RE - 8 —aK
BN, FRAUH 88— Pronase BIBEFEIT 74> KR, 5B Sephadex G-25 AE 4}
B, U oA EEBRM B RS E R A o k7L R X R Rk
TR TR B0, IMEETEREMOBERG 6~ MBBARM, SR
HBEENZBEEEE, FEERENZREEEN LA R4 2.8:1,

TERF MMM S E A R A B Ui, 3 55 M FIFRMETE NaBH, FHEREMGT
HITKBE—RIGLE, KB LA ERE P 0T AR NEEEY AR
BETHIMAEERMEN RN ERAEAEEN, FRGKED™ERR
—MMBARAARMELRE, SEEENEARNEHEYX, MEAQRNEHEEK
HREERFFIIGEN, RS 6 AR NN SRR thiF %
TX—R. BHFEM P. simplicissiman ) AGLII K§H) N-FK NS EHMFF) 'S5 M. vinacea
M S. carlsbergiensisoa- £ F B H KR N-A WS EMFHI A B E ML, 1 AGLI &9 N-
K RAEBRTFI S HE LR o LI BE) NRRE BB MR D, N- AR
ERFFRERALALSBENOERRDHSREER, @ NRREERFAHL
AR/ LA RS HAE R RS 55 R 2R A
23 HHARHMOBREEAZEREESE FABTROESRTHAE - BEBT
B, WA A AR o DRI H NN E. FRMBMAEWFER ok A,
B RRIE pH MRENHRAETAES, —REAES WS pH EHEE6.5~7.5
ZIE], BUAREETE 37C ~40C; L RHERBES DN LA BERYEEREHE
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WA, — T SOC ~ 0CZ A, pHMEBHEA, £4.5~8.02Z0, —fK
i Fl— R ey R R AL R R A RE R E AR, BERBESETES
e MR B M TN AT R, HHELE EARTEE
SOCARIE 7Th, SEREIE R 50%, MIMHE HIRE 82%, 1€ OCHRIEA 2h, HMIENRHE
ﬂ%,ﬁﬁ%ﬁgw%aWI&Z@W%%E&%%?HWMMMmmwFiﬁﬁ
FITE -k M ol ], agalll. 9 ogal I 7 pH3.0 ~ 4.0, BEF 60CH
Mﬂﬁﬂﬁ%kﬁﬁ,ﬁw@lﬁ*ﬁﬁﬁ%#?%%,Epmﬁ\ﬁfﬁﬁﬁﬁo
B_AHEOEER: F—F AR RS AR o LI R
ﬁ%ﬁﬂﬁwﬂﬁﬁﬁmﬁ—#ommﬁmﬁAﬁ%@EEXE%%ELE&F¢Mw
ST I REPE R EATOTSE, R ILB M R FOREE B KA M o FUBHE B
BRI R, pH: 5.0, BE 50C, 7 35C ~ SOCHFEHLEE, £l 50T
B, FERBIE S L R ABT BN R R ER Y, OTH, FENEFEN o«
A RUSCRRI TG B 55% , THLUOKEEIERRE o KA TRE N ABK 14%.

3 PEMAR cEAREHRNEE
3.1 HEPF  AABERNZRSHH BUEMA R « XIS,
AFHEMNMENS R LM EMEEAANETY. —RONFEISYERENNE
WBR Y, BEHERTER R ABH NIRRT, KHFTE (E. coli. subep.
communor [AM1217) fEAKFRBISR FHIAES T REF A KB MMM o LA H B, L1
(MMWM.w)%ﬁ*ﬂﬁﬁﬁcﬁmﬁﬁﬂgﬁﬁm¥ﬂﬁﬁﬁ%%§%:ﬁ\ﬁ
RS, FEECHEGEMUDIEFTES . Ruben Crud® S AEBFOKHE S IR
RIUSIRER, KB T ARBRY RN ESIER. EER. KIE, BT, O,
WA EIE. IS, B SRBKASYXEYES, RAKSRE. #THE.
THBKICEYRAERIEA. :
 BREMEEENEEY EHBTROSREAMEER . MOEE « FILE
HRE RS LR E R, LR RS PAEREEEIE (B
. EAA AN ESENE, AR T, 0 %R B 2.25x 107
g/mL B, FERRINE LI OR R o L IE M S AL
3.2 WAEWE  AABTFMOSFEVIE MEWAE FABTFENTEZIS
A BT LR, Ima F. den Herder® 7ET 97 B My & A 10— 43 F & 0% 82KD
B ok FUIBIFRERT , AR NAERMAF S, A R BAY dembl3 HEE M EREH
BB R RN RO aglA. DR EIY aglA BEBKE, BRMBEATES TR
39 82KD f oL FLITERE, SEEN aglA ERMEKSERESTEN 82KD K o ¥
ﬂﬁﬁﬁoﬁﬁﬁ¢%ﬁﬁL$ﬁw.@mgﬂﬂ%W%EEFw¥ﬁﬁﬁﬁmﬁﬁ
HEINMERAK, - STRERSHESENEROBME LN o ¥ ALETMH
BIER BB BN, BRATRA KB aglA FIRBNS TR 82KD # o ¥ 3,
BRI BB R MRS N — /A ES . ERNET R CERET
8 oL E R SRS M EE R

RGP OEERRY LA BT RS AH XMBRATF, I TRAKESN
FE R T (mel) MM TRENETFHERAT (m). of BAFHLTHAZRL
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FREVWER R R—1f 3T EEE A, B. DHBRMENR FHME. af HE0 ¥
AT MRS HEAE, AR of MEN o LABEHA—MHESE, CETERATH
ﬁ&¢ﬁ§££%ﬂ&o@Rﬁ?ﬁﬁﬂ?ﬁﬁ%%ﬂﬁmﬁ%i#%ﬂﬁﬁﬁo5
ROAKENE_BRA TR, BTHEATFRDN LW T BT NAD /388,
ARTRBATOFF N EA, ZRATFHRGHAN “CAPbox”, HIFIAEGR
PIHBHLL cAMP-CAP A NN I Es. 777 0.4% R EIEH, AMP 3B R
(KT M cAMP-CAP H & RMTE R, o R MR FRIE FIEDI BRM 1/2 ~ 1,300

4 o HIBEMYPYER

4.1 D-FAMEMEARTUV LHNE HAFRORE—MERE, 574 38% ~ 40%
HFE, FIBEUBERAEE FHRE VAN HERE L, 3 mMEns
£, EXMFIAHBRBUHEERRA, oD-LABENENELRME, RELEK
PHEMEMBRER S, AR IR SRR, HEEEHER, ME LB
MR HEITREAN A, SRR EMEMEIBREMAGH BB TR, THEREX
e, WRAHMERARIRMOBER S, REXESEDN, EHB TV d, HFa
XTHTHROFE, SOEEREENTEBEESSY, U4 AR ERE,
TR RBRAE, R ok FLEEEF R AL T B AR L S P 2 B B0 F IS 764
ﬁ—ﬁ%ﬁ?ﬁ%ﬁw,ﬁﬁi—%?mﬁﬁ,EW%E%%%M%$DENﬁ&ﬁ
BEAT A REME ARG R . B E AL Bl 0

4.2 EFEHTIPHER 7EEBETEY, SHMBEETIRRIENEOFER, &
SRUMFBT, 84 5% ~ 6% EF IV REEBILE BT ORERNT TR
R—FAEFHNF. KT REREEENENANE, BTES, 2T NEE
RRZ AT, BERENEENENA SRS R RN,
EFYHRB AN ERFEN, ERSEER IR A AR AT.
Eﬁﬁ%ﬂmﬁmﬁﬁ%ﬁ,Eﬂﬁ&—¢&ﬁ%ﬁﬁ%ﬁ,%§#%ﬁ@5ﬁ¢,
REFEEHHAARRENER, MA 2 HABTFREERE. BSOS
HEHAAESENEOEREA R,

4.3 EEFATEMNER AE¥FOEFAEMPRIT LIMTS, RO3RFEN
BB (Fabry' s disease) . XFREM TR FALHERSIELN, E—FhEELH5
BREGRER. FrifMEia T, REUESF YE MM AEIEBTR. LSBT HEL
—HUSETHRORAMN, EAKDRES, %K BARMESH LT, HE K
KWW - E I REMERCBANRI OMEERT HHEW., LUBEEXAERN
PR EIME—BE, AR K2 3% 106 4 TR, B RO L T
fEE| B AIMRIE YA UCE R, TR A i R s B )

$ & xw
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