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Partial and Complete Adenine Phosphoribosyl
transferase Deficiency Associated with 2,8—
Dihydroxyadenine Urolithiasis : Kinetic and
Immuochemcal Properties of APRT
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#&i% . Adenine phosphoribsyltransferase (APRT) I, #Ax—~JRKOD 1 DOBET
TF=vETT/ VY1) VBRETBRIGEMEET 5. APRT RIBRE % RBEAHERERN
L OFFETE, 2,8 Dihydroxyadenine (2,8 DHA) D#BRRUFHA%ED 5, BETIE
EMODOAPRTRIBE OEE PHEIN TS, H 1131974 £ Cartier ST &k D RHICHE
SN OO TREBZERBREEROCBREORI2 3 2,8 DDHADH R R R UL AL S
Ho B2 1B0FERHSICLORICHEINSDTHO, APRTHOREBIRE ICHEBRU
BaZEET S, KFTHLNIMWHRBUEBKTH SN BELKEEDO~F 0 HAK L ZIERE
BREOBREHECE LTV A0, MAREHTIE2 8 DHARRRPEAEE L Z0FERIZAH
Th »1co SEMEIITLRIBE 1 R EMWHRIE | FRITO O THRIDIRE AV TBERFHIRE
R bDOTRET %,

BHFEss i L Moy RIBA (FHR) ORRE (T.F) B4ATHFOERTEH 5, 457 & 0 M OIER
DB UFRAESITIC LD 2,8 DHARS A SRR, TAKIEBE (KRR) OFiE (T.K) I8
ESFORRTH B0ERI0Y ABICHIBEORA O 235 0 RIMRAWICT 2,8 DHAK A
LHERBS N7z, W, I RERAIZE O, ’

BFETTER -~ ) VERIMIOm % 600 ¢, 2053f1E0 L, AEEHKICT 2@ L, Plasma,
buffy coat#Wk¥E LT, acetonc-dry icebathicT 2[@ fveezing and thawing L, 1mM Tris-
HC1 Buffer PH74icT 2 RS HT1E, BEREHEOREEITH /7o APRT BERIEH:IZPRPP
DFETFTTHC adenine 5D UC AMP EEAREBMNEAQRY D ICHEL APRTEME L.,
B OBREHARIIEMICHMIR L /. Hemolysate 100ufE 4 5 2 F 2 — T ANB0CITT 4
%, 85, 129 incubation 80 APRTIEH: & 0 5115 @ /G i & D e METDIEE L,
Immunotitlation curve i¥mouse Dmammary tumor FM 3 Afila0 5% UL/APRT
PUEE RO TITE » 72 Hb 9.5M¢ / meic dillution L7z sample 80 u€ ic APRT Hiff 10 u#
Z37CIcT 1 B¥ incubation % over night KB THE L /. anti-Rabbit 1gG15fMM
Z37°CITT3043M incubation £, 1 WfEK# L 15,000 tpm 2043 Bl B0tk E¥E30 uf & D APR
TEEARIEL oo RIMBRPOPRPPEE}, “C Hypoxanthine 28 D KO HGPRTEEE
EEERIR LRIEEITIE - 1o : , , .

R EarEROREE (T.F) OAPRTEMIZ 0.09 nmole /min/mg prot. THi2 A
DEERIEE S 0.04 XUV 0.05 nmole /min/mg prot. EIEHHDI0~2BEORRFEEEFLT
Wize RIFERCHOTHOBRIEMIZIEEEDIO~ 100X TH - o —HELRIBEIDRIRE
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(T.K.) DBERIEME 0 Th - oo MBRUMOBEBELIEFEEORIOS TH -1, BED
Kinetics IKBHL T, T.F. &£ 20, XU T. K. © D Adenine iKW 3 2 KmZIEEE LHFE
REEABSNLE Lo, L LPRPPICH 5 Km BIEHEH 49+ 13X 10 M ik L4
RigEOREE (T.F) RUZOMHOKmid66x107°M, 76X 10°M, 90X 107°M & IE#EZD10
EEHETH > T.F.OFHESTICTK D0 PRPPICH T 2 Km RIEHE L HEIEZRA
SNtEin-to, FRIMIREO PRPPEEIFIEEEV 44+ 1.1 nmole /mf of packed cell iTHL,
T.Fid 4.1, T F. O-F4:33.9 XT.K. Difiid 3.6 SHBEEZA SN » 7o Immunotitlation curve
FIEEE S RBREOEE LN LvATHD, FRMMAPRTEREF CHETHEREHE S
B LT, SERRIBERUBBAKIBEO~F aESEKICEW T REIBOBREE I, LK
BAHORHEDOBREARII0TH » o BEEUSBICBWTPRPP (~) ORETRIEEES,
MORBE L & BRBARETH >0 LA LEFELCHBO TR 2.5 umole /¢ DPRPP AR
Me % &ick 0 BEFEEEHI0% & B LRE( L7z, 5 umonle /£, 100 umole/€ D&
ek, X0EEMNLI, L LESREEOEREICEVTIE 25 umole/f U5 umole/ £
D PRPP DR T & F IEERE A TE 0560~80% & BUCARKETH - 7203 100 umole/ £ O PRPP
B X 0 BIFIEEE LEBICREL L .

EZRRUHER I AHIKEL A 505 MO REBAIISTELRIBHE O~ 7 oSk s BER UBEE
WabHEHS 2,8 DHAR & PR AZMD, MOKIBEOD +HE&KD PRPP D Km BEEHE
RUTZERBREDO~T o BEEDOIVESETH D EENTETSEELTHWIIWAPRTTH 5
1wt 2, 8 DHAR B R U AEZETE 6D EER 5, HHRBREOF2HAEE, ALEEH
B oRBREND LD ICEHYPRPPEE TIZAPRT BERARLETH L O IKBREEARD
BETI—BLTBREEMETL TV b0 L Ebnl, B2REBMIBREOORMICELS b
DTHo, MORBERGEVNRELENREL L ERBERLEDN S,
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Adenine phosphoribesyliransferase (APRT) (VW _R— VROBRTT T v 277/ v 1
) v BRI LS ARG AT 5, < DEBEROKIBIE F e AL uEnERE &0, 2,8dihy -
droxyadenine (2, 8 ~DHA) DORERBFERUELEET 2, KEiCid APRT D52LKIER &1
ARBBOGFEPHMON T D, KL VEARIBIIIRAK TL LN EELRIBED~F 0
i EEROICEER) LB RAREOBRREULET 3L bhhbs ¢, BAREBRTRI2, 8~
DHA#RRPHEAZET 5 HBRAFTH - 12,

EE O IIELRIBR 1 FR WO REE 1 FRITOWTHMBRE H O CEERSNRRE T
UToHRZE, ZERKEMNOBE REBAM I APRT ESOTHY , MERUH (~
FOBESE) OEERBEREOROS TH -1, —HRARBHETIEE reBalk) OEk
BIEEDI0~25%DFERAERL, ~F aBSE TIRIERE D40~ 100% DIEEBED Sh i, BE
D kineticsiZBA L Tid, adenine it 4 2 mizIARIBO + e FEEEK LFELERIEHMD~T oS
BTHEDZERA SNISH - 7223, PRPP ICHF 5 ki3 B4 RIBRI D BH I IEH IS DR %R
Lo & OICAREWUFTRICE O TPRPP (-)DRETRIERE, HoRBMEELICBREE
TH-Teo L L, EEE T 25umole/ 10D PRPPOERMIIC & O FEMENEE/T 2Dickt L, 8
SDRIBR D EE T 2.5 nmole/1 D PRPP DIRIMTREE(LET, 100 #mole /I DFIMITLY
B CIEE S & RIRICEEL L,

PEomBR, MAREBEO + HAEKD APRT (2 PRPP O EEDIMEDEETH D,
EHRRNTETIBEERELBLT VD 28 -DHABRBRRUELAZETS D LEEZ LN B,

FHMIUIAPRT RIBIE D FE L RIBH L MO RKIBROER LIRS IC LEERRHTD - 7o HEE
BRBOBEHSHIC LD THY , B¥ELORGICHENT S,
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