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ANQFT IO L, Y T-ERELE{OBROMBRL L TEHE, PR EEBREERLICEELRE TR THTTH
Bo FRLUSHMZ O HIPEA R OIS DREZ AT A 720D H v FAv 2y T — L LTOBBLBEE SN TWVS, A4
DHIEMETH 5 -aminolevlinic acid (LT ALA L 8&9) 1%, B RUEBIZHWTWE, U3 et =L CoA i
b CARBTEAR S NG, —H AR %D & 5 FMAENR ORI TIE, ALARZ LS I VB82S, Z1 ¥ 3
)V tRNA, glutamate~1-semialdehyde (GSA) %#E% C5 B THEAR ENN S, ALA LIBEOANLESRERIIETOE
IRV TEBEILRESNRTEY, TEEZ2ETTO ML LD, N2EASKEEDOFHIKRTSH 5 uroporphyrinogen [l
(UROGENID) »51%, ¥ A5 A4 YEAKIZED S Siroheme %, A FF = VHEAHIZEDH 5 VitaminB12 2VEEK E N5,
72, AT HEBICR W THOHRE S 2 00 7 1 Vb NLESBRED S5 L TERENRS,

BRI ZEBR E o TBY, H—ETIX, KBHE VS101 % (hemH partial defective mutant) DRSS % A% 3
554X cDNA 7 11— OHHEYE Z OMBHREICOVTHAN, 208E, BRENL77 -V 70— VIZ&TRA TV
A4 X cDNA D220 ORF D95, ORFI6BIZTFHNI—NT 55 N0 EF, ALADRBOSHZ AT v 7 (B£56 K
HemB) #70v 2422 &i2XY, TS DR & 7% % protoporphyrinX (PROTOX) OFEMELET &€ 572012,
WREZHET AT AL TEL e L7, SOICARITIE, ORF296 ¥ v /37 BOKBEOKETZ (Yicl)
ZREL, 20 YicL i2 b FRORERIEM B o TWA I L2 Rl L7z, ORF296 & yicL BEFIZa—FEn5 ¥ 23
2B, FOFVETIBEN»SLT, ¥553 DUFSEF—T7%F-oTw5h, DUF6 3EEETF -7 Tho T, #
BERADE L DIEY V7 BRI REBIEL TS Z L 2hho TV AAS, ORF296 ¥ > S27 B Yicl & v /587 B b JEic
AL, AULKBEREEY VN0 BLEZ DN ENLESRBRRDO—DDOBEE, ALA dehydratase (HemB) OFEHB G
BT S B OBBESR B b0 LB L1,

BT, RBRICBI2HFRANT 4 ) YV AEGEERICO W TR, 1998F I REBEAMER TH 2 MRETLHE
(Desulfoujbrio vulgaris) \ZBWT, FHzh RN T 1) Y ESEREREITHRE SN2, KBREICBW TS 278 0%
HBZELERLI, Thbb, KEREOD hemE BIZTOWIBEMRE THEL, ZOKRDOANL GO ZERKE DHET 5
ZEWHRE Lz, ZOBIFH®TIE UROGENII A 54 LT, cysGBIZF 42— N3 5 S-adenosyl - L - methionine - de-
pendent uroporphyrinogenlll - methyl transferase (SUMT) #% #& T coproporphyrinogenll (COPROII) — PROTOIX~
EEARENS LHR Lz, CNEFEHET A0, HRROBERNICERT 2R V70 YEAIBL, BE&ru~xbr g
74—k ) REEYEFHANS L3, UROGENI#&E & L, B TE CEM S 17z S-[methyl-*H]-(SAM)
T, H)RHED whole homogenate (2 & % in vitro TOBERFRIGE RMA T, FOE, EH TS %5 COPROIIC
[methyl-*H]-(SAM) H¥k® *H-1E# & N7z A FUESMH &, SUMT 2 & 531 AT COPROM AR E
B EHETR L7,
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HIFLIZ L o THEHALZUEOEEWETH A4, VSI01 BEMTRONS L5112, 2OFEMEDFL 7 4 1) Y HOFIC
EHRBENC X o TIHEBREL AT 2 L5, AEETTYWECHEET Lol 8T, 20EBMFERICEILLr—A
BHOENTVD, REGIDIIMELTLEI L WIAIZZLEWATLT, 9 LAERZWEIEELMMES Vv Ewn

S A 7 = X LE, ERICE > THFFBICEELRI L TH L, RV T74 Y verua 7 VIEFE URERBTESIE DT,
MY CTIEANT 1) VEEBEERIT LBV TWT, LARNICHBAORREOEDZWEEZ NS, MR T, HEKE
T970H%E2BLBUTLOT, BT 41 VESREBOPEEIC L > CESBENRET LEBRED BWIETTH s,
070, MY TERBEICIZAS N2 &) WD RIEEBREHEERC, K7 1) VEGHIERO &) 56 2
FLAOFHESFHTES, KRXOE—HTIX, 205 2HBCHELIEETHRRTZ2ENT, KBEHI2 -5V D
WS DML % 5 FEIZFRNCTACHALT, ¥4 X cDNA A4 75— oHiErBzTasAr ) —=v 7 L,
BIREN- 77—V 270—-VIZEEINTWF A4 X cDNA LD 220D ORF ) ORF296 EF%EBAT L, KW
BHANO PROTOKOZEHEAET L, EHBEORENTBITL720F0 I 2% v PIRICERZHICRDL 2L,
PROTOX OEREENEKTIL, PROTOKDAMSESRZERO LHEHTT Oy 7 &b 2 &% EALZM R ER,PSHL 2
W L7z0 S5 ICHEBERELT L2, ORF296 DABEOKRTT V%% R L, 2OKRET 7D YicL 12 b RO H 2 2 &
AL L, TI/VBREN DI 2—F — 2L ABHh 5, ORF296 L yicL 22— N&h b ¥ 37 KiZid DUF6
EF—THHHILERML, TOWEDLBIETOMELHE - #EiwL 72, BRI, BETEWEZOLODGFANZ

AT TORWA, 7—vOBEREFTIES L, SREMAFELBFEL T2 — 7 2RBRE L7722 &i3m <GP
b,

ETHOMERIIBNTI, KBEI 22— Y PEAFALT, TRBHEICSRERAER CTH 2 MR LHE L 2RV 7 4
VARG DH L] L) RERE L, RMEBETEHIIKEDOANL LY P OARESRL, BANRIZE ) = AL ¥ —
REOVH LTV AY, ZORHOBERIIBAETHIMICELL, BREEME) 2 COoREND 2, RFEIZL D, KEHIC
DRRBETCHE LRI LHF AN 7 4 ) VEGERRIES 5 L) ZEIIRENEDT, SHRIIIYIBCIAES L KEHE T
o TERPEEL L FHEIN, RFRSZOMAEFTHOERICKECERT b0 LHIFSI NG, ErNHERIE, KEEO
hemE BIZTOWIERZERL, COBEFENANATEI2a—F Y MESELAZ L CHERL TV ALY, FTEESE
RN £ 58, EMFMIChEERD O, FEL—EOMEIE, ZOKRELERTZL0IIL T,

XoT, B8, £ R ARHELE, B (B 0GR LiifEd2 b0 LED S,

ERLS L USERLCHRE SN T LHIRREE 0L LT, SNCHEL BRSO TOERAM LR R, &
WERDTz,
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