123 2, 3SOERHERBMEEEOREZEZHHICOWVWT

OB 3L B B K
1 g -
X R £ MK

ERERBBEENAAZ ) —= > 7ERzRZELL T, EEREOFH
ZHEL LI, RREZZHCETIRFHOKED L ko TE o

B % H 0]

W NBRCEBLEE AF Y Y MEE, A —FAvey TRE(MSUD),
BF Phosphorylase kinase R{BIECIER 2%, Tom#H, FAidic>w
TRBORTLBCEZZ A%, ThEPFNREEEIH B2 260 2R
Lo :

m x® H B

1 vAx+vrEAfEoRP FIGLU BE0flE

thEkgMD 100mg (BAS g ) D AFY »2FOAML, §, 1, 2,
3, AREBCROL, e AF Y SERHEL . £AMAL ARE 4 K5
HE U 72RicoOWT, 744 s4 377023 vEBB(FIGLU) BEZ2HE Lo

@ BHIMERD = A > v RBEEERE ERE

Dancis SDOHEKEZFEFHREL, DL—leucine—1—-1C kD FEAELL
14C0O: # #—phenethylamine WRE X ¥, RE>v vF L —v a vV hI v /&
—CHIZE L7,

B) rAn=ARBOEIME phosphorylase kinase [HHEHIE

Fuh Ty 0.03 MEkg EIEL, B, 304, 60 FfcHkmL, HMmX
o phosphorylase, phosphorylase kinase EH% Huijing ¥ TH
EL o
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m % ®m R

1) evAxFv VAHBOMmMPLRAF Y VEE

THOEAF U VIENDBR TR I~ 2Bt —20Aa5h 30 L &A1 4
R LR EZHETAHENDD, KEIIEHR Y D heterogeneity O H
PEHIBEZT B, sRERZBLEDhABEBELBEEOMICE, BEMRKCE
BEORWHRH B,

@ evx+v vARKOR FIGLU &

AT 4B ORS FIGLU PR, BR, WH, B¥E03 /v -7
OECELrRERA DB, (K1)

(3) MSUD @ m A ¥ v REE RS IE
RHZEERORET, MSUD BRAOAMIREE CBEED 0 — 16 % OIF
LGRS o, MBALBEZEORMIIBFEENALOO RN (K1),
FHRT2EI0EPARBEREL B 5o

@ ZrhTV/ARERD phosphorylase kinase I

FAaEVORRIZEY, 2R TEEoME FARIGNA LD NN, B
MmER o FERERESE, BR (AB) 0RBL LR L, i, B T2l
LEEBRLEDONED ol £ LTEOBOFEEMKEME &k, REZLZE
BARTEEE Bbhi,

% =3

UEOFR LY, eAFy vAMEOR FIGLU BHEB LB, v AF
vy MENFRREZHCERALBAAEENKE VY, SRAKESPL TRE
- T BEERH Do

MSUD ¥ § ks uBEmomAzL ), bhbhoEME ARG E
WeZoBRcHB 0T, HREFRE LEbh 3, SEIOAEER TR, ™
BolmEkor 1> RIRBEREESIBEED 39~40% 0V A 2RT
Ty HY, FLALERBECEZZLID oTco SO HEORFEZEIR
2, RREZHCEALB ZLcadhdH@hA Vo
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L AF U VIREREL, e AFY VARBORY FIGLU 2HlIET 25k
i, BE, BREREOZHICE o TEATH 3 AREEIE V. BLTXTOMIZ
BRAHEZPBEPRISEOMETH 5, MSUD wBL, GmEOrA ~ i
RpEREEOWE X, REZOZHC L THIBREFHAOIICEDND
R, Zhd X5kt 2ET 3, phosphorylase kinase REBIEDOREE
P > T/ ad Iy AT ORBIEFER TRV,

M1 pzesyann
4eMnRPFIGLU

RFEFIGLUE Gmieran

£1 rAvVBRRBERE®E

(gm*%)
A R 0.33 mpmoles, 10%,/90%
@ 1.7 9 Vs
1532 1.90 ”
s MR 456 ~ 458 P
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BREHTX R b OCRGEEMXTER) Y IMER @
WX O—HTEt. BREOEECRTNATNIRANBYET

WFSE H Y

YONERCHEBLEE AF VUM, A — 7V a y TR MSUD), ff
Phosphorylase kinase KABJEDIER] % %512, F OWE, FIIZ DWW TEFED
A LEZ Z Z A B, TUENREEZWNICIN 152 &0 et LT,



