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~@%TE- L. 30BRANZHOWTR T 2N
bOEBERRNLT 4 UV AEELTB.

0. EMBRNT 4 U EODEEER

1. R (BHE) 7o b EAT 0 ) U
(Erythropoietic Protoporphyria, EPP)
1) BRARAER ’
HHCBBUEIR © HOCRERICECIITER
o RR, EiRE T, EREBOEEIT
K - CHARRT D,

2) PRIRFTR.

O EER : BAEOFRR, ER, HEmohE
VIRV, BRTDE. FHBEE OBRML,
ERS

ORTHEREREE

3) RER
OQFMEF 7o hRAT7 ¢ U DER



o EEEESEO 15~1540 5 (EE# 370
)

OFRFFRNT 4V VRIBEERORLT 4 U
EITIEE A

©F Siikz¥::6N 1S

@FEMBRR A

GBI EEOMERBEIZIITD PAS BHEY
BDkE

4) RSV
OSFERMER MAE, Q8RR ZHE M, @ Mt
g, QfORLT 4 U E, @O FEARIBE
HERE (EERKEE. 2% X5, BHLR
WBHEEER: L)

(ZWroHE)

1) DEEFRER. BLO30OBXUQ%iH
L. 4 DBRAZHONTRTHRVWEE, RF
W CBBEM) v NBRAT 4 U VR & BT
5,

2. BBHEEERALT + ) Vi (Porphyria
Cutanea Tarda, PCT)

1) ERARAEIR
FEAREBIEIR : B SR EERICBOLIBIE S 2
ST FIR, EREZ AT

2) ERAKFETR
O EER : BLEORR, KA, UbA, &
EHMoRE, BRLE. £

QhTtgRERE

3) WRAEPR
OERHpTaRLT 4V OFERZEM: EEE
FHED 6~950 fif CEEIK) 180 £%)
NTEANVKREINVERNLT 4 ) DEWRE
M EEREESED 10~2400 1% (EHH9 300
=)
ORFRAKEY 2HF -5 -FTI LTV
[N

@FRMERFT 72 bR T 4 Vv eaTaRLT
4V X IEE
@OFBNHEEOMEREMIZIT S PAS BHED
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Hous

4) Rs‘V2

OO FARBBIERR (2 H NS, B
IRBMER ER ., JARRBEIRZ R L)
OMDOBENLT 4 VU HE

OBFRNLT 4 U E (BRELR, WERTRIiX8k
REREERLT 4V E L BRIT A58, Bz
4V ORBEEZHDRV,)

@ U EFERIEAY (X4 FFV 0,
PCB., ~FH# 7 Lo Eipy)

5) BEHE
O FROFRE KB, #H, =X tes
VERK] RO L)

(W oH)E)

1) OEEFIER. BL 3 O b@%7i= L.,
4 DA ONTNTH RWVIGE, BRI
BRNLT ) VAL BWT D,

3. EREEHMERLT 4+ Y V% (Congenital
Erythropoietic Porphyria, CEP)

1) BERAERIEIR
SABBUEIR  HERE BRI DAL, &
oD HOLIRERIZ K v . BREHBICHIBE. K.
Vbh, BEREEZELS,

2) EEERATA

O EER : BATOMBE, KB, UbA, B
HHoOBRILE, Al B HR FHO
ik, 2%

Qe T

O@MfE

3) AR
ORFOTaRNLT 4 ) OFEBR N ER
EEHHED 35~11000 f% (CEHIH 4200 £%)
aFuRNT ) OERREN: EEHETS
fED 60~2000 f5 (FH5%7 700 %)

QmEF DT BRNVT 4 ) OERRME
m e EFEEESEOR 30 7

YK =qiil

@7R M BR = S 23 B



4) sS2
OYeAREBIERZ EREA . ARMEERE, Sk
KFERE 72 &

ODELT 4 U UiE

(W oHE)

1) OBKEER, BL0'3 -OBLUO@%H:
L. 4 DBRABEONTTHRVWES., EX
PEEBEME (FREBRME) BT 4 U UIE & B
5o
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F1 AWRLT 4V VIESBEOAERE

R E
PBG. ALA UP CPII CPII PP

ERE | A | AR | BAE | SnE | Bn | ang | B | A0 | R

AP | % %Eiéﬁ | mw (B mw | mw | Ew | Ew | Ex

i T ro ” e I BE~T BE~

VP | B | OER | ER | O [meenl R lewam| T mmam

nee | wm | Ew | wm | ww | oww (G ww |[BESV) ww | wEw

PBG: R T 4 )= ALA: §-T3I V7V WP vafRL 74 Y CPI: aafRv7 o U /10,
PP: 7o fRLT 4 U

BREREER >
BRI AR

ReEPBGHS RE
(Watson—SchwartsiER)

[T\IP, HCP, VPR D RHER BT UL E (AP,
NI REBR HGP. VP) DHEE
’ = REPBG, ALA, RN 7k *
RPPBG. FRPALAGD l‘ S ALA, BRI 412 .
3, REFHIL Tk ‘ HRAAR
I FOIFRPBGD
D

RPBG, RAPALA ROOALARIE
HICEHR RPPBGIER l

h 4 l
I

AP HCP VP
PBGDERMAIE || CPOZERDFAE || PPOERDAE

L%&*é‘g%"’ﬁ | |Auoxzo>ﬁwmu]
P Y
ALADR AL 20 s
Pl FRLMAEIR
TR, BRI 4

ALADZERDRE

1 2RV T 4 U ERK 7 o —
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B AR RBUE

ms PP
| | I
B%ﬁ(?‘ﬁ#ﬁkﬁ) B%'IE(IHHE)
RAPRILI11)> R0
1—JQ — |
IETE(LIIP,CP) 3 1k
I
RIS ﬁ;hfﬁ;lbwu*/
| N
I# & isoCP XP CPII
I
CEP HEP EPP PCT VL

F2 REERRIL I ) IEDERZE

HCP FERILI4)EE

K2, PNVT 4 ) AEDFEL FEERENFEHTTR
B v74)) BEE | RERALT YV AR ERF EEF I 3P
5 |y EER B L GEORIERE AN 4V W74y FA74Y 0
Z|FF|AIP |PBDD ALA, PBG EEEEN | EXEEN ALA.PBG
(£ ADH | ALAD ALA, UP, CP I PP CP, PP ALA, CPII, PP
8 \vp PPO CPII, UPIH, ALA, PBG IEH PN | PP>CP, XP CPIN, PP
HCP | CPO CPII, ALA, PBG EFE®FEN | CPII CPIN
2| ®lpcT |urD UP, 7P IEFE#BFN | CP>PP, isoCP | UP, 7P
HEP | UROD UP, 7P PP (FP, ZP) isoCP UP, PP (FP)
] ; CEP |[UROS |UPI>CPI CP,PP(ZP) | CPI UPI,CPI
nE EPP |FeC FEEIZLY CP1 PP (FP) PP PP (FP)

XP:X-porphyrin peptide, FP:free protoporphyrin, ZP:zinc—protoporphyrin
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S58MARNT 4V U FCAMRXRERL T
4 U VEEIZOWT)

5-1.AEBIXERLT 4 U VEOSN
ATHEA BERKZEEZEE

[aHBRMERL T 4 U AEDOME ST

BEREAIZHRNT 4 U Ui, AT 4 U AR
OBREANEE LTHFHRETEZ 20155
VB ROEMM TE Z A0 L » T S
BEEEME GRIFHRM) LichBEIns. AR
7 4 V) VHEIZIT AIP, ADP, VP, HCP B L
PCT D SJREL B #EMEIZ1E CEP EPP 35 £ 1,
E BHFOBBETRALT 4 U UEOBRIEL
BHRLENELDE LT HEP B3dH 5. —F, B
RHISLG D HiX, ZOEROEBNZL Y, B
MRRIEREERETHIEHEEARLT 2 ) HEE
BEREEHRRBIEL EMETHHERLT 4V
VIEEWCAE IR TV D AMERIT & FiTHK
I THDHO BHEOSPENL VERAN LS
Zbhb.

[BEOFER S & UYFkE]
SRRV T 4 U EE (acute intermittent
porphyria; AIP) |3, ~AEKRICEITSH 3EH

DE£3E T¥H 5 porphobilinogen deaminase (PBGD,

3114 hydroxymethylbilane synthase; HMBS) D4E
KB (EEH) HHETICERT 2.1 EY
FBIREEREERE & D. Bt a el
4 U VE (HCP) BLOEEMARLT 4 U E

(VP) & & bicAMRL Y 4 U EICHEE
AN BEHERNVT 4 UV AEORPTIEET
ZUHEFYERVWTHAZM TR LEED
BEWHRAITHB.

AIP CIIOAMERNL 7 ¢ U U E & FkE, 14
LR =R L o B R, (EFK, R &
DIEER B EFRAER 13 H>, O FL A AR
e ¥ O PHARREER, & B ME SRR,
21T E OB BEMRERE BT 5. RV
TENENWHIEFFROZZ 00, LIXLIEA
PERFIERCA L A, IR, B AT Y —Ap Lk
B2 AN, ZOEFNCIINEL, MR, BaE
REBXFTCERTHZENEZV. BlAiC

90

AIP 2 TiE HCP, VP & 2740 BEBER Ob#R
BHUE) XA B, AIP Tt HMBS &t
EFIZXY §-ALA R PBG EWo /e RN T o
U RIBRESEMNT 2D TH- T, L0 TRt
DOERRBIZE > TERT D ABBEZHOR
V7 4 U 4K (photosensitizing porphyrin) [31§
MUV HLTHS.
BHREIEORK TH HMHRRRORE X, B
DEZH, FTEMREIND §-ALA S L 13t
DHRHAEDZ L OMBERETHLLEEZLNT
WA, RIEOFER E LT, fix 0y, kL
DT NG R (EEROER, HEE) .
BB, WUE, RBE, oV —ERAR B
hemeoxygenase DFFE) 72 EAFEH I N TV 5D.
BEBROAN=ALE LT, ~ALEHDOVE
“2TC% B JF cytochrome P450 DFFE (=~ L
AEIN) # X U hemeoxygenase C’)%?;f% (=~
HEILE), HDOIWIIEREEEICL LS ~LE/K
FAER E FERE LT ALAS zﬁnﬁﬁéénéﬂtm
DEBCHDZ L E2EFELTEL.
BRFERRRE IR 2 B R et
EORZ VLT 3kx THD. Thbb [
CERREE T HEROME, BRIEOBEESLEN
FT—HREIY ENENEY T D
SZMWENRERD. e E BEREL QWAL
FHF I3 LTI RENOREITI L Y REL<,
— 77 BEH LA CRBIEOREE TIIEEIL
IEWETRIND. L BEEREITIL, BRER.
FAELIRI D B, FRER. KT PBG BiE, 5
FELNORIEREZ ERHEER T & Ehb.
BB, RENBRBEFRER L LT EY
—AREH, AT 7R FuTORAEK, &R
BHEE, T2 ba S U BEIR ERMLR TV

73 flE % DI DZ = VERERRZ W TR B
4 ~ = M A 9+ 5 & X v

[ http://www.sakuratomonokai.com/ ]
[ http://www.drugs-porphyria.org/].

DER]

BHEREOZ T30 MRICREL. EFEY
MR L UHARRICADND Z L&D TE
NTHD. BHEIVEEIIZRETD. BF
DIFEA LT 1 EL L ITEEOFREZRER



L7zDOBIZIER2ICEET 523, 10%EHOR
HTIIEETD.
BHEREIIRLRLLE., RIRZ E0ITEIEL
ZE TeIBRER THE S ERBE LW Y I
HEENFTRICZ L ERT Y =R L LR
Bz b fown, BEI U UK
REMRERE 2 E/-7. SIADH ([ZEET A&
T RY U AMESE AL D, BEFTIZiF WA
BEZT.

ZWiO oML WEFIEREERET DN T,
FREFLRDIHIBOEH P RETIH N
LIBEE., BMERITIE BICHET S, i
FERIT TNV TVEBIEE TH Y | DR T
R OBHRARAARLND. K TIRRE L
Dok, <IN L VIEE S, HAKETIX
HEITHETHY | LR THUBRRE~EHEITL, &
DIZHT 20%0D5E B T R 5 BRI & BRIBRELIZ K
VIIZED. = O—F TRED b OEIE I3 iR

TH Y —EOIER TIRIFRIRBRBIE 2R

PERRR RS/ NIMIE R, —IREOKE, B
BEERELLIZ L HHD. LB ->TAIPOR
BIZBWTITRHZHE LOREENR & D
HTEELRD.

[HEbERE] (K1

FERE L OBEERE. AR FREFET).
RIERER ESAMRLT 4 ) EREDIL
725 E. BONCRET XX IRF PBG THDH
*2). SMHEHITIX, RP PBG B L TNALA XA
WRNT 4 ) E 3 IREG R TIZ BTN
LD (R, FiZ AP TERMEEZRL, F
T2 OFRbMO 2/ LY BV, —J5, KF
OUaRL7 4 ) Bt aSaRfrr 4l
I IR B R T DRI RS T AR
7, 3WME BICRIEMIXRE () 12k
WTIE RFBLOCEEPORLT 4 V) AR
EEfhEEELRTT. Zhb 3 RE oIz
F—RERRE LOCEEOAIERE TILL
TLEZ VT hy MefERBBOLNRN D 2,
BE LT FNEN ORI TR S DR
Wiz JEEC BT o TIIEMARL T 4 U
ELT—HELTHR-CHIERW. ERlEL LT
HPLC 73 #7CaR ML ER F 0 PBGD BEFZTEMEHIE &
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AIRE T 2 B—RA T2,

WFRIZE L FRA PBG N IEFE RO 10 4%
UEZRTEHBAITEEER LT 2 U EDH
ExXZZ, BEDIRREZHBTRETh5.

[BEFET] (KD

HEde LD, EFEOL DI AIP DERKRZHICIX
R § -ALA X PBG #HIE T A EFRTFiE
BRAWLRTEY 2O RELZHERE D
BOBEIRICRBITABREFHICZASFAZN
TE7o. L LAt FE0omEl, mEom
85, HAHVIIEEEREICLY ., FORERHE
I LRIICERRZ, Wb BT LA Y — U hTF
fFET5. 29 LI 2 HRIGEFOEG L
HOWESEEZIT.RLT 4 ) AECBNTHE
TEERBETORBITBTONDE L H kot
AIPIZEAL TIIARNL T 4 D AEOH TNHLE
< FDOEEEEFE THD PBGD (-HMBS)#=+
WrZa—=v7Eh%3) BKkETLELTE
NETIIRERERESHEALR, IR RER,
ATFGA L TEREREDHT 270 R OEKR
FERMRE ST 5. HMBS #/sT OfEsT
TV A = DR FEEZW N ARETH
D, Fl, Vot ABRTFEENPHL NN
W PERIIREECTH - I FRNOBIEMRFIE
RIKFE ORI & 2 DR RETFH - F
BEASFIHE & 72 B % 4) . BB T IR B RV
T4 Y VREZMNICIBIT S gold standard & = %
W 5%56). BELRETIERLY U E
OBIEFHRNT DS FTREARFEFK IR H LTV B 03,
YRE 22 EEIRA G BR F R EMENE (HE
PR BRI EERE) [BEMERLT 4 U VE
OEEZFRER DR - TRRO BRI
T AR BRI KT, AIPIZ DN T ZihvE
TIZ2ERHO 18 FR CHMITHTHOIL TS
(& 1).
BETRITOXREE LT, MTRARmECInL
TFREOEHEME, BRCRREZR S FROR Y
U—=r T H D0 I0HZHIC TS v &
WoltmlbiFbh ERRA I )V —= 7 %H
BETHREDLD THEDBENLE VDI D%
B, Lo T, BIEEOEZ A, AIP RS
DRV T 4 ) EOBEIZHT= > TiE, EF



B AR & O LRI ATRE 22 FR iR B % 4%
VIAR, D H 2 TFOFRHLOEEEERIZ OV
TOBGFHRIT 21T > THREZE 2185, LW
IDNELERBWFIELEZOND.

(k]
% 1) Anderson KE, et al. The porphyrias. In:
Scriver CR, et al. (eds): The metabolic and
molecular bases of inherited disease, 8th ed. vol 1.
New York: McGraw-Hill; 2001.
% 2) Anderson KE, et al. Recommendations for the
diagnosis and treatment of the acute porphyrias.
Ann Intern Med 2005; 142: 439-50.
% 3) Grandchamp B, et al.  Tissue-specific
expression of porphobilinogen deaminase. Two
isoenzymes from a single gene. Eur J Biochem
1987; 162: 105-10.
%*4) Sassa S, Kappas A. Molecular aspects of the
inherited porphyrias. J Intern Med 2000; 247:
169-78
% 5) Maeda N, et al. Two deletion mutations in the
hydroxymethylbilane synthase gene in two
unrelated Japanese patients with acute intermittent
porphyria. J Hum Genet 45:263-8, 2000.
% 6) Maeda N, et al. Three novel mutations in the
protoporphyrinogen oxidase gene in Japanese
patients with variegate porphyria. Clin Biochem
33:495-500, 2000.

[ 1 DFeA]

AFR AIP JE G OFEHTHER. 2010 4 10 A HAE,
DHETIX AIP 18 HRIZEB W TR FRIT
TN TWS. R 22 EERA BRI EE
BHBE (EeEBITREEE) BN
FNT7 4V VIEOEEREFRAERZLTICS
W - TR OISR 2HF%E] B 2 BIERE
X,
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&1 BRI ) EOELFHEHE (BER)

FReh EEP
0-ALA PBGD UP CP UP CP PP
. it + + ~ ~ ~
; V++ ++ o ,+++ ........ o ;:++ -~
4+ | 44 e+ ~ + 4

AIP: acute intermittent porphyria, SR RIERIL D4V E
HCP: hereditary coproporphyria, B{EEaTORIL T4 E
VP: variegate porphyria, B! (Z#k1E) RIL 71V EE

O -ALA: & —aminolevulinic acid, & -73/L 7

PBG: porphobilinogen, RJLRE ) /452

UP: uroporphyrin, AR ILI41)>

CP: coproporphyrin, A7 ARI)LI A1)

PP: protoporphyrin, 7ARRIL T4V

YAMAGATA

{IVS12ds-1 g—c)
(G168T)
{(730delCT)

NIGATA
{1063insC)
{7300delCT)
{IVS5ds+5c—a)
SHIMANE
(R173W)

IWATE
(R116W)

SAITAMA
{K210E)

NAGASAKI TOKYO
(R173W) (71M)
{733delC)
y {490delA} {‘VS’& ‘35"32*&)
ey 20 A KAGAWA
‘I ) P (9B2delCA}

HIROSHIMA
{730delCT)
{ MIYAZAK!
& i {IVvS1las-3c—+g)
KUMAMOTO
(1VS13ds+3del aagt)

1. AIP HA#X 2010. 10
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52 AMEREREERL 7 4 U VEEDIEH
K H L KREFEEH

a5 ¢t
BAEEIZ < . BIEOCETE GEROE:E: «
BrE) EXHERENEARTHD.
HEABICBIT2RETE LT, #33,
T v a—)v FEFEIEH HEINGE R AL & 2R T,
W72 e ) —BEELBIT 5, RERRZRFIE
FREHIE LTLEY — VR LT 7
. FuF WA, BOBHTER, =X hasv
BA2 ERMENTWD (BIESER), M3
EIXEE TH VLB ZBENITBEERN L 725
ZENHL B ERBTFRISNSEDOREIZY
7o o TIRIDOEY ZIZIRT 20, BA B LI
falRZ BRI DEENED BBAITR - T, JRF
PBG 2 A2 RN LR+ RETH S,
B, BERLVT 4 ) EOBETERRE
FIZBIT A EYBEREBERIEOR IV FHE
3k x THD. Tbb, RILERREETDH
R, BRIEOBEERAENZET —F 2 LIk
D ENENEDIIT RN RS, 2L
Z I, BAERAE L TV A REE TR L TR
KPOEEBII Y K& —HEEHLATTR
FIEDOREE CIIEEII/ NIV ETFREIND,
L0 BRENCIE, BER. PELEO B, 7R
IR, JR¥ PBG G, 5 FLUNDORIERE 2 L
PR SN D,

1. 2 GBIERD) 1B
T4, AIP ZHEIHELIEYOFK G & F ik

T 5, IBIRE & D EERIE L HET Sh B A,

AR KICEEIR L2 10%-20%0D 7 R 7 5K
ETHIRNE G 5, IREOBEERE Z 7l
%%, HRE, MRI &3 0 7= ik 1) 72 3 i %
119, B, g, B, miE, SR, 55,
B, BYEE, RV 7 4 V) VEERFHE L2
) CIHEFR L, RREZET=F#—L, EMER
H.OBIET MY v AMERRIET D, LB
J5 UC, FPROERE, KO, B0 N T
WERZIT 5, SMEFEVED P& ~EIE & W
ENBHHEAIE. ~I (T Fr, N TAT
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IV HBVIE, ~NA TAF=NOREERE
BT 2, ~I AR, BRI & &
BEH, £z, BEIZHED Z & 2SO0,
FRORBIETHS (BT, BIE, ~3
VRBNIRBER R SN TE LT AABATO
AL 25, BIE, PRERIE % & L TOERK
EBROERT Th 5.), FIER, BREITRUS
FEEBRBA 532100 T, FERFIRRE 2 (Total
parenteral nutrition) b & 87z | Y 2SR E MG &
175 ;

EARM 7265 & LTk, Fio2 @ EMAE
bETHWS,

1) BIEO%EL BRE LITaRK

o ThIWRHF NaAZDERALT 4 )
JEXZHEESEELI L TOEYO®RES
BN (k9% (EE T R & YRR
DHE, ZR),

o WMEIGLT, ZRXAF—FERNT
AEEEIE D, FOEBRARFRER
e, TEBIRKEETPN)ZIT ),

o INa—RDERNEE., BIERIED
BAE, 1YV EREK4007 T A
DR OBEAE E BEEIZ /L a— R
DN G E21T5, Zva—RAxH
D& L2 DA Th 23T
IERBATZAS, ALAS DEEFEIEM: %
LAaMREEEEIEDL LEbhTn
D, AT, RKb—HHIIThiL T
HigHEE, 1AV U EHATA LS
DIZHRMPHE T, BEZHHTH, B
ERHETE DS HOTRWEAIX, ~
T U BEI O FRRN B 5 D3 RKCK TIEHELE
INTWDA, FFTIE~I BANT
AR (BEH).

o ~ATINFX=r (747 K, Leiras
1) & 2 W TR~~~ F - CKE. Abott
#£), Normosang®E (EFARER : ~
LT NFx— MKITHY . $TIZ7
T v R ERRINAE TRRB S EWE
PENRBD SN TV S, DAETIE,
BE, 155T) 1 3mgkg 1 H 1



FEMERIE b AT RE

UTEA~LERERERROERIEEZ T

B
1.

Ferrochelatase {& I E 1 : =
MR Y o EkME (2x1 0°) & 10mM
Tris-HC, pH 8.0/ 10% glycerol |25 L TF&
WG U1, (D=7 BE (600x g, 10
min) 17 - T 137 AR, RIS (0.15
ml) : 100 mM Tris-HCI, pH 8.0/0.1% Tween
20/ 1 mM sodium palmitate/mesoporphyrin IX
(20 nmol)/zinc acetate (40 nmol)/FA AR EIK
(+-). [ : 3 7. 6 0%, [HPLC 4]
7] K W & 12 70% methanol/30%
dimethylsulfoxide (0.5 ml) % il 2 TIRE#.
B O LSEE (10,000 x g, 10 min, 4 FF)
2115, HiF o) 2#HNTCI8 AT
LHEE HPLC 9T 217 D, W : 10% 1M
HeBe 7 v & =17 I, pH 5.18/90% methanol.
L WRSEEE 400 nm DU S L < 1Tk
3 580 nm (400 nm {EMEAL) DIEEE
URO-D 7EHERIE. St bE
YNk (2x10°%) & 10 mM
Tris-HC], pH 7.5/ 10% glycerol |Z#%#& L T&
WRER: L7, RS DE D4YEE (600 x @)%
1T THRTMIBRENL ., (b)#R MERE AR,
() DES2 72 ¥ DRaA A v 2SR D /N 5
LEBELT, TS E 21T 20R0L
BR Y R K D EFTERIE. 1 mM
uroporphyrin I ¥#RIZ7 < /L A (Sigma
B2/ 0 BN 2 THER L CGREA S E2E,
&8 50-100 mM 2-mercaptoethanol % 1l %
TR L%, LiEZ 6M U BRI THTn
LT, EbICHA, (0.15ml) : 100
mM Tris-HC], pH 7.5, uroporphyrinogen (20
nmol)/AHRREIE. [RS : FEFF 3 7HE. 6 0
RIS, S HFERET 3, :
JIGSHE 2N HCL (0.5 mh &I X TIREER, &
HOEOBEE (10,000 x g, 10 min, 4 &) %

95

179, k% (10 01 % C18 7 7 A3 HPLC
ST D, BIEE : 50% 20 mM  Potassium
phosphate, pH 5.0/50% methanol. D R
BE 400 nm DOWEIL H L < 133 ¥ 610 nm (400
nm {EHEAL) O SERE.

CPOX TEMEHIAEL: : R : © Akl
Y o RERHIR (2x10°) % 10 mM Tris-HCI,
pH 7.5/ 10% glycerol {2 RF¥ L T H IR L
7=tk (EEOEOTBER 1T o TR 7R
R CREFTERAE 5 1 mM
coproporphyrin I1I/ 0.02 NaOH {27 < /L A
(Sigma FLEH)E M2 T L CGREIE
72#. 50-100 mM 2-mercaptoethanol %/l 2.
TEEELE., EIEEZ 6M U VBRI THFn
LT, EbCHER. (0.15 ml) : 100
mM Tris-HCI, pH 7.5 copropophyrinogen (20
nmol), MBLIREE (+/-) . L BEFF 3 7
B, 604, L IR 70%
methanol/30% dimethylsulfoxide (0.5 mi) % /il
2 CEA%R. XBH (5-104). mED
4B (10,000x g, 10 min, 4 ) 24T 5,
EiE (10 ul) ZEDHL. CI8 4 T 1%k
EHPLC T 21T 5, W - 10% 1M K
7 =7 A, pH 5.18/90% methanol.
lﬁi% O#H (protoporphyrin)| : 8 620 nm

(400 nm 1EHEAL) DOFRE

PPOX TEMBIFELE : LB AR
UM (2x10°%) % 10 mM
Tris-HCI, pH 7.5/ 10% glycerol {298 L T&
W LT, (RO OHHE (600 x g) %
1T > TR MR, : BT
£ ; 1 mM protoporphyrin IX/ 0.1 NaOH {Z7
< /U H I(Sigma #HE)E 12 TR LT
1= - S O G 50-100 mM
2-mercaptoethanol % A1 % CTIE# RO &, b
Hx oM Y Bz Thfin L TUEBIZEM,
(0.15m1) : 100 mM Tris-HCI, pH 7.5
/protopophyrinogen (20 nmol)/#l i FR V&K (+




