KRG EET O v b REEMRE o REOKSL

# H

TRIE A A & LTS D Lesch-Nyhan fEEERS
X PR D — Rk > TET BT & ESTh TN
S, IEECOBFEEOMEBC W, 7 S
BRI s RoEErRBELTNDCE0HBMCE N
fro COMRBY 7=, eRlFVrFryiflETd
Phosphoribosyl transferase (HIGPT) ©H 2. #H4H)
e OO o O HGPT olghie, 77=¥
EBEETHHO (APT) 20 2 EENH D40, MEIC
FWTIREERGRE DR Y, HGPT @& vlH¥v
YFYRBEEETHHPT &, 7=V, Y VFUE
LT3 GPT &ICA{biamendy. ELT DS
B0 GPT QEAMETTHD gxu (Fick gpe) &
PR T OUEE D pro A, BOITHRC (I AHEE
FhTnwe?®, KBECLIFEZDMRICHFETD &%
ZehTndY,

Z O ET O MR YE & W 5 Bl S ORFEF
CHAThDEEADND. EO—2@ O GPT &
foik HPT EEAE T % SRICH DM, Nk Lesch-
Nyhan JE@EH RO HEEEMROCIEA L, BEREELE DN
HAHDCETHD, A CEYEE EOATE D S
CENTWDept #BAiEE Uiz, Pk EORED MR
FrEiciiaAthe LT, 77 —YEOMABAIC
L - TEBND defective iz 7 7 — I RFOIHIC LD
LD, BEIWRTFELRR7IA LOLBICFTIAIF
WS HEREN DD, BIFEEDLEHNE T SBIET
kHD7 7y ~VRFESNINE, BOBESERICE
BCin Bk, gpt TS attachment sited D 7 7 —
MIENEZOFEEHEHTDC EERETHD. L
FEBRATERL 7 » — ¥ R2AWEL Chgpt 77X 2
{ftEgdcErTEnE, FANSPL-gpt DEDLT
7~ YEEBONDIAENELHDY. TCTET gpt &7
FRIVETDC & RER Liz. COHHEDHETH,
IR Eco RI @ X 5 74 HillREER 2 WD B0 e TF
RAtke LT—BEL2o25H 30, OB THHIE
gk e 79 & 3 FrEEaGDED &, BOBINE
BOYHEIMETTHOC, WHNCgp 2R LTl T
EFTENRRAELNWORUBTH D,

Hashimoto 513 Rie # b2 KIFE 6 7 F 794 2
) ¥R D RS0 A s LT B, BEDH B IHKIC
BOWTRETRERALET, WRCHETd I L aediE L
%, COWMMORNLERERRET % &2 % BHFE

wE

BLIrEC D, #0a9 L7 =0 EE{ET (eml)
BLEE LIt DB, ZORELE eml)s
TE3E ki AT hic CEC kD20 ML
7z, Iyobe Bk 7} 744 7V Vi ERET (tet) D
HEDIORFETFIC & »T BhiC fHAA SNz eml &
pick-up L, R(ter, eml) %iFiznt, CORIEHIC K
JEEEC Rzet, eml, pro A, B) #13D5C & TEDT
EEEE LY, gpt 8 KBEICIWTD prod, B&
HREICHEBELTWAREE, CORTIA Litghted
STWDHEEEME B 0, FThebTiaThegpt TH
HRINT D &Icdk - CRIBART gt b OH LR
TG A LET B ENTEDEERI

ME L HE

BHETSXI B ABLIST/P; sk 00 ABLIST/P,
e Sy N Al i i et i o e e P e 101 S o o O 72 4
BTt Py 7743 FPREFCAHHSNIZR 77 4 L,
R (tet, eml, pra A,B) CH0, P& Py o eml
ffEE L7z R (tet, proA,B) THod.

gpt DI A .5 lodicid E. coli E5014-x2 thi,
pur E (gpt-pro A, B-lac)pdo L0 Sal. ty phimurium
E 66 pur E (gpt-proA, B)axfl\nic. R77 4 MR
DREE LT, FU Y%y YEREYE (ral) 2SS LIS
TR AW,

B G54 LT minimal E 270 2 — 2 SEEE R H
vy RS R Y Vv, Yy FY, BRIy F YRR
L. pur E, gpt ZEFHRIE minimal E v 0 — 23R
B GRS B T ST ELWDS, hpt Y EHTHN
BeRsdrFreladlsick Tz Edc &
MTCED, LLFHray, V7= ENALOTE
WHTEL. gpt #b-TVWDIRT I L 2ZNGHD
HRICERES 8D &, (REREX Y Fr Ty 7=
ML 72 minimal B 27 2 — 2 KK |- BYiC
2DLDICKRD.

SEAITHE D B & (R FRIC K= ¥ 2 > & — TR i
oA N A TR W,

BRIMOAE Gots O HEDICK 57z,

WA Plkc %My, Lonnox® |57z,

STROBE P77 23 FDNAOSFREIEET
Jv 7 ) RERDBE S B A B RIS K 5 e A& LTRHN
JeRETE R K Thd, AT ROPVERE Hudson

S (-



5" 15 X U Folkmanis & DFEICHE - 1212,

75X Z FDNAOHBE Brij 58 # T “Cleared
lysate” %#EMIL, #Hbty v ri—zFIdvrruwg
FEEAREONEIC L 5 Tece DNA & LT 7523 ¥
LI, CHFETOWEB G i LsE, W
MICl %Az, DNA @#E i 260 nm OIS &
By

WHEER SN 7FX 31 O cce DNA HGE{E
B 2R LTS C &% RT iz, ES5014-
X2 BRDBEE A BTk oo, BEM L Hkh vy v
LCHLELT B JFHRI67) i L oA, Bk, SAULEE,
FEE OB IC— TR 2 & A

& £

Py F/2i@ Ps 77X 2 M b D AB 1157 #k % {it 504
&L, FVU IR SEEED E 66 ik 2EEE LT 5
RO slc. BIRICIRF ) ¥ v B (NA) &7
ZHA 27V (TC), FIENA LI/ RF LT c=a—
MECM) & lrv Vo —RREM A Wiz, ks
Bt 4 O (5 E 66 nal /Py 35 L1 E 66 nal /Py & 250
BICOWT, BESINT—H—* Lo, ELICE
Liz&k 3, Py G TC, CM itk & RRIc pro A, B
BERU gpt %, PyicnWTd TC it & FIGIZ pro A,
Br&Ugp tMEESNTWE. chod~w—H ~HE
BETOHMETEC &R 57 Py, Pa 73X IF
LI gt kb oTHBRCEEN LN ERLST=DT,
DHEDIHE « BIBICER A, NS0 Py % LB ORBC
Hnadz &ic Lz,

DWC AB1187/P, p St 58 E5014- y 2 #EiCPLke
CEBP, 7923 FOWARIBCHE 5. BRI
—A- gt CTH ST, BINEHE F7 v, 7y

®1 P, P 77X FOHOBET

Striing Mac, -gal J Minimal E-glu
TC.NA CM,NA|Pro,Xa Pro,Hx Xa Hx
Eé6 nal = = ‘ o + — el
E66 nal/P, -+ - + + ST
\
Eé6 nal/Py + + |+ + + o+
F2 gpt A0 BET ORIFFEA
92k  M#E L/ Minimal E-gul, thi T
B AWM  Pro,Xa Xa Pro o
1 79 79 79 0 79
50 50 50 0 50
80 80 80 0 80

Y, ¥YYF Y% mininal E 7V 2 ~ RERIHT
bHD. 3EOHILcHEBT BALEE 2 &b,
L5~4.2X107%CHh o/, MUGEE, #2lcFELzLS
BBOBABIZDNT, o<~ — 2 FRSAZIHhT
NDNEDI ML BNz, ZOFE pro A, B X1 TC
fifthns gpe & A WASHhTWB &R HG M
e RV FYEEELNEECRWTNOBARD
WICEm slcc &G, fEEGHEE © pur E 55l
AShzbDR, Le_BAKRICEN oo &0
nd,

WAENP, 79X I FREBAICLDEEEL D -
TNDT &%, BHME66nal #FWT NA, TC Gl
WD ETRERLIE.

B 17 v ) RS AR OO R H D, B
W BkiE Py LU R K 7723 F & bichD AB
1157 CH 0, DNAWH-#3I Y Y TI~NV EATH
Do Rs K7 3 /780 e =) Vit &% &
DRIFFCH Y, FO4THitl Kontomichalou HiZ &
- T 44 millions of daltons (Mdal) & #&EI AT
B0, COEMBETIEND P, 7T X 3 F 04T
0Mdal ©H3. 77— Pl DNA STk 2131E 70
Mdal 72D G, COfERI, P, 77X 3 F4eh PLEe
k- TEEREDREO S C 2m MAThizEnWSE2
DGR E—HT 3,

M2 icifbey v h—xF Y Ay v { FIBESR
HNCK -T, Py 7723 F dicce DNA &L T 4 B
ENDZ E%R LI, 21 @ AB1157/P, #E:aasigic
HNC SH-5 3 & ¥ G5 ~v L1z 10 ml @ B3l 2N,
EhEFEB &L, MR Iy L7 w< f FCHE
TN/ 2AK0D DNARY FEFBTICENTEBE,
HEICITVWAY F, 2 Tk Fraction No. 13 # ¥~ 2
ST DG ccc DNACTHY, D> Fid 3R E

10

cpm x 107
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3

Fo B DNA T35, 21 OFSER S ikiE 800 pg @
ccc DNA #1823z 28T &z, OO 280 nm & 260
nm QWL D Asse/Aseo 140.51 TH -7z,

CCTEBNET FA I FO cece DNA % BHERITEEE
ThoTNBC L RBHERCHRLz. ZEE I E
5014-x2 G, TCTiEE pro SR gpt DT ATOEE
PN U, SRS D TR D L TR RO
[EK, DNA SRS 10pg/ml D& & 4~5 x107° CH
Sf. 1,25, 2,5, 5.0, 10,0 pg/m! @ % DNA JEIC
BWTH N IBEIERGOR %, DNA1 pg HI-0T
FHLIcOWR3THD., DNA JEEA 5.0, 10,0 pg/
ml T2 &, 1pg DNA $ic DO BETEREO BT
TEdcEne, ZOFTX 3 FC1.256~2.5 pg/ml
O DNA JEED &%, T4uHHEC BHIRRS BT S
cEhbind, gpt, pro, TCilhD H4D < —4—
TRIRL Iz & 2B o NI EIERGS30RIC D WD
w—H—ELBNRICEDD, WTNOBAETHTRTO
2= A= S TWB T &N S, EHICEHIEHR
PER Bt S & U, P, % E66 nal BECHEA T BRI S
2D, HEMEYD TN EHFDM 5T,

= =

RIEERETF & ¢ | gl p el a8 A2E,
HF7 b —AMERED 7 7 4 7077 R EHEEIC RN
THRINTNE®, #HF 77 | —AMIEEEOMIEE a-
D-galactose-1-phosphate uridyl-transferase % jEAET
BT EHTERN. NBEICHT 3 C OBROEARER
Fix gal T CHb. ipgal @ DNA, FiolE 77— 8
FEOEERIEHIICSAD &, CORMKELDRE
BEHNDENS. L LZOHECTEHNDONDOR[T
FRERREENTNDEOTHD,

ECATP, 7IRXITFRgt dH Tz, Pib&k
7 Col E1 7°7 & 3 F#JH\WT Eeo RTMELIZ L D, Col
El-gpt 7923 Fufddr e, HdNE7 7 — ¥ Pl-
opt #EBCEOCEBAMELELHD. chodEen
i, gpt b O DNA ¥HICBABICRL T ENTER
5, L UHEWC b BRIERC NELRO 7 F A2 1
DNA#GHT 2 0RETEZW. FonizP 77X
3 ¥ DNA # Lesch-Nyhan fiEBEEEE 3RO Kraiid
CHAT 284, DNA #3i0HY, gpt w38 LIl
fazRINg B0, R E LTHAT SilEHna T
EERIELTWS., ZOWEET I/ 77 )Y e&ENT
Wa0T, IMP & TMP &8s HEND 5, el
XYV FVEFIVYRRMLTHDI0, EHHIKE
C OB CRMT B & C&ESD.  Lesch-Nyhan i
EEpHBH DM HGPT # AL L MWD T eHi¥
wy v FTEY, HATBRP T &0
TEAW. COMBA gpt k& T DNA BT 2RI
GPT #E4&dThiE, eH¥vrFY % IMP [CERT
XBE5ICHDDT, HATHIRPTHIMTED LD
HBBTTHD. BN ETDUET &5 B - oifllid &
MBI cE2AEN BB BET, H77 F— AIEER
FZHREOHEXHAWD LV EFITCHDEEALNS.

M OBET & v SR cRE S e ENT
& fole, TORFEORME, EHEMRC/REET
PHHISAEND D, HDEWET T I FELTHETD
OB, EWSEERSKOMIER S, M THRG DT
R, PSR TBRELOE L TAT DT EHWIER
Fhd.

PLio kP 7 7% 3 FOWMZHAI LTS - o
A EIRE A EE, TPRERT IO
MARLET.
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