JEA IR AT TE R B & (R PEIR B IR IE 2536)
BARTER L 7 4 U REDEERE A 7 b NI W - 1BFRIEDBZEICBE 3 2 F5E

RNVT7 4 U VIERKERE (R)
I. 2RV 4 U ASEODUERER

1. RMERMERLT 4V U (Acute Intermittent Porphyria: AIP )
1) FRRAETHR

OEEHLERICRIET 5. BIEIXRED Z ERZ0.

OfEi~x OREE O R, W, B (ERER)

@M, T ivA, KRS G RiEik)

@ i, AR, FEEe & (B EARRER)

OMDOFRNT U E & IFRR Y BERER CERBREUE) 134 570,

2) RRAPTR CGE1ERF)
QIR 6 -7 7 L7 U Uk (ALA) OFHZ2BM  EHFEEEEDO 3~90 1 CEEIH 20 %)
QRFARNFEY 27 (PBG) OFW RN : EHEAEFHIED 10~270 %5 (%) 90 £5)
(FEf213 ALA, PBG 2yl (IEH LR 2 f52L L) 27R)

3) Bashr
OFFEHIRE 2 HA LT H2MEEE, O LU A, @QRER, Ot AT U —, OFFFHIE,
OMOFENLT U IE

4) BEPE
OFIEEN 5.
@ LA OBHED 8 5.
OEIEOHR (b2 FOEKY K, EFFIILIR, HIER EHR LTS DT L RTF LA H
a, Ta—b, BYYE, ha U —EBRAE, FFEARLR) BHD.
Kk (RFA 72TV I £ LT/ B — VRIS 7 7l PUTORAS, ML,
A RS BRI SRR BTN S,

LU HE)
1) OERIEROVT RS, B2 00, @& L, 3 DRABIOVTITHRNH0
R AERRIEAL 7 4 ) AR T 5.

2. BistaraRNLT 4 U E (Hereditary Coproporphyria: HCP)
1) BRI R

OEEHLIBRICRIET 5. BIEIXEMED Z ERZ 0.

Ofix OREFE OGS, W, B (ELEEER)

@M, T WA, KRS GBI RIER)



@i e, #HR, FEEe & (HHRRAEIR)
QR FFIER OLHBHEUE) NALND T Lnd 5.

2) RMRAEFTR CGE1ERE)
ORF -7 /7 b7 U B (ALA) OFEI 72BN  IEFAEEIMED 1.5~50 5 (CEEIK 8 £i5)
FAREY 27y (PBG) OFEBZREEM « IEFEEEMED 2~70 5 CEEIR 25 %)
QR TR T ) DOERRHNN - EFETEIEO 2~180 fi7 (CFHAK 40 £7)
araRnNT 4 U OFEP R EFEEEEO 3~800 {5 (FHIK) 160 %)
@FRIMERF 71 MRV T ¢ U ATIER
(7272 L. #EfcI3R b ALA, PBG (ZIE# &N Z2R7)
3) BRS2r
O EHPHE & Hllg & T H2MEERE (BARIE, REFA72E), Of Ly X, @hER
@De A7 Y —, GfhEE, OMoORLT 1V E
4) BEFRIHA
OFBERERH .
@ LFHERDBEEN S 5.
@FNEOFHEIN (B HFEOFEY), EPETIEIR, HPER EVERNVLEL DT U NT A ZRa
Toa—)v JEYE, e ) —EBRARRE, KA NLR) B D.
@FEMEF 27w RNLT U O IEFEEEEOK 360 f%
ZWOHE)

1) DOERERIEROWT N, BL O 20O 6@ %7 L. 3 DBRAAZHOWTNTHZRWNG
OEELEEaTaRLT 0 U L E LT A,

3. BAIRNVT ¢V E (Variegate Porphyria: VP )

2)

B A T B2,
OEFEMLIRIZRIET 5. BIEIZAMED Z L 2R%0.
Offix OFEEOIR, W, R GHbaER)
@UUREE ST, P avA, REREE CRERIER)
@i e, SR, FEEVe & (B HARRER)
@FEER OB EUE)

AT A (GE1ER)
ORF6-7 27 L7V Ul (ALA) OFER RGN IEFEEEMED 1.5~10 fiF CEEIK 5 £5)
RREY 27y (PBG) OFEHAREMN « EFEELED 1.5~20 % CEHF 10 £%)
@QFRFPaFRLT ) OFERZREEN - IEFEEEMEO 2~500 5 CEX# 80 %)
a7aRNT 4 ) o OFRREEM  EEEEEEO 4~80 5 (CEEIK 25 %)
@FRIMERF 7" 1 bR T ¢ U AT IER
(7272 L. #Efici3R T ALA, PBG (ZIE# &N Z2R~9)



3) BRIz
OERIRE 2 He L 32 2MEE BAaRIE REBARE), O/ LA, @QRER, @
27U — OfhFEE, OmoRLT ¢ U E

4) B2EHRIH
OFBEHENH 5.
@ FRUER OB ER D 5.
QFRIEOFHEIX (b HFOEEY) AR, HPER EWERNVE DT L NT A ZNa
Ta— JEGYE, An ) —EBRAR, FEARNLVR) B3H 5.
@F[EF 27 BRIV T ¢ U OFF RN - EFEEEEEOK 80 %

EWOHIE)
1) DERIEROVT D, BEK2 OO~Q%il7 L, 3 DRABKONTHTHARN L0
ERIHELT 4V LT B,

F£1 AMRLT ¢V E 3RO A R
% EE

PBG. ALA UP CPII CPII PP
GEC [ AP | S | WAR | SN RO | R [ WA | ZTEN | A
AP | R | e e | E% [ i?% 1 @i%m L %i%¢
VP EE | W | W e B lmeson| Y s

i~ Py L~ pes e
e | owm | owEw | s | omw | s (Bea e [BEST g | Ea
PBG: RV T7HEY ) —HF2 AA: §-T I /L7 VUUER UP: vaR/)L7 4 UL CPIl: =FarL7 40U 10,

PP: 7Fm bRV T 4 U EEETAE
RERIL TR

(Watson—Schwartsi®B&)

|AIP, HCP, VPLLA D &R

| RFPBGIEZRE

| BRI T (AP, |

LI REERLY HCP. VP) DHERE
I
FREPBG. ALA. RIL D41 K v
g LALA, 7R) 2
REPRG. REAADER | T, BERHNL T 1 | HRIAE
| FRMEKPBGD
D
FRFPBG, FRHALA PRPALASE
HICEE FREPBGIES ¢ ¢
Y
l AP HCP VP
7 Dr PBGD% AIE % b PPOZEEMDAI
| %ﬁfr\é,g%.p;ﬁ | |ALADx2oJﬁwmu| ZEDHE || CPOZERDATE EEORE
ALADRIBARIL T4 i A
ERERD. AR TR MR

ALADZEE D AIE

X1 AMRLT 4V eSSk 7 a—



M. REEIFRNT 0V REOZMIERER

1. fRIFFERME (B BEME) 72 bRV T 4 U UIE (Erythropoietic Protoporphyria, EPP)
1) FRAREER

YEHEBUEIR ¢ B OCBRERIE (ZFEOCEBICIR & o 1o R, NERZ 7R T, SEIRDSTRVGE 13K
- OB AEET D,

2) ERARAT R
OJEIEIR - T ORAR, JEIR, im0 LW/ R, AR, FHREBEY 0Bl
%2E
O HrekEE

3) AT
O MERF 7 1 MRV T 0 U 2 OFEB 2N EEEFAEEO 15~1540 {5 CE¥IF 370 %)
QIRFARNT 4 U CHIBRE R ORIV T 4 U ARITIE 7 &b
7R MERE 3B
DJEER M BLG: D3
O R O LA A I 31T 5 PAS B E DL

4) BROVZI
OSFERIEA ME, @R ZIEE M, @ MIEE M, QORI T 4 U E, O SEHrkisE
PR (REARKIIE, 28BS, 1BMOEHaBBUIER K72 &)

W E)
1) OEFRER. BLO30OBLUOQ@%TEE L, 4 DEAZKHONTILTE R WERE . R
etk (B#tE) o bR T 4 U E E BT S,

2. BBERERNLVT 4V i (Porphyria Cutanea Tarda, PCT)
1) FRAREER
SEARMBUE © B MR ICET TN FEAR 2 o 728K, JEIRA T,

2) ERRPTA
OB RFAER « BEE DI, K, ObA, BIEEHORE, AFRILE. £%
O ekRERE T

3) AT
ORHF 7R 7 0 ) OERRBNN « EFEEHEDO 6~950 £ (E#£%) 180 fi%)
ANTHEANVREL VRV T 4 U 2 OFERZREEN  EREEEED 10~2400 % CEXK 300
)
QRFFRNKAEY )7« § -T2 L7 ) FRITIEH#iPH
@FRIMERF 72 hARLT 4V« aFaRL7 4 U AT E R



@FTOGE S E o & JH PRI 31T 2 PAS IHMEME Ok
QOCHFRZED Z L 3%

4) BrRoLzH
OfthDJeRpmERE (2 A S, 1BVELREBIE R, AR SES e &)
OMDORNLT 4V HE
OBARNT 4 U E (BERIER, BT FLIXBIE R G R L 7 ¢ U UE SRR 208, Av

7 4 U ORI 2 EDR,)
D% a7 o BEERIGEY (XA 4F 2, PCB, ~F¥ 27 oo riy)

5) BEHEIH
O FEROFK BB, g4, =2 o sy Ul R ORHTEERR L)

(W o¥IE)
1) OEEFRIER, BLXO3—0O»no@%0- L, 4 DBRAZEOWTN TS ZRWES . BrisH:
RIEHRNT 4 U EE KT 5,

3. EXMEREHESRNLT 2 ) ViE (Congenital Erythropoietic Porphyria, CEP)
1) ERARSEIR
SeEEUER AR E LR DAL, FEFE O BEREIC LV . BEEITREE, K,
Ob i, BEREEZEL D,

2) BEIRPTH.
O FFREW : BICEOALBE, K, O A, BICHOARLE, ARk, & R FHEO
FER MG - k. 28
QR o
@i
3) AT
ORFDOT RN T 4V OFW RN - EFEEEED 35~11000 5 CEXK 4200 %)
a7aR)VT7 o) o OERSLE - IEFEEEEO 60~2000 12 (CEHIF 700 £2)
@i o a7 a R T 0 U o OFERIN « ERETFEHEOK 30 5
@R M4 1
@7 i R 23 Bk

4) BRIk
DR BBNE 7 FER AR - AR RE, FEAEAE R &
OMDOBRNLT 4V E

BUFOHE)
1) OHRER, 5E08-DBEUORME L, 4 DRABOVTATLRVES, £X
PR RE GRIEBREE) 07 4 ) i L B 5,



v
me PP
| I
|
S (FRIFBRTE) K%I‘i(lﬂﬂ";t)
RepARILoq1) ReEpARILo41)
I ’ |
Eﬁﬁmnm =14 &t (=4S
I
EM A #oORILIA)
| I
I# m# isoCP XP CPII
I
CElP HEP EPP PCT VP HCP JERILIAYUEE

X2 RERRILI«)GEDERIZH

*® 2. RNVT 4

U E DGy L R 7o AL R AT A

Py | EE | RERAT 4 Y AP | EED tn 3 o
4 B | ERE | BER BLOZEORIEE BAT740Vy BAT740y WAz
a | A1P |PBDD | ALA,PBG EHBEAN | IEE #E A ALA .PBG
ADH | ALAD | ALA,UP,CP II PP CP,PP ALA,CPII PP
B | ppo CPII,UPII,ALA,PBG | EE#® [y | PP>CP, XP | CPIl,PP
HCP | CPO CPII,ALA,PBG E#GPN | CPI CPII
|2 |pcT |UROD |UPTP E# PPN | CP>PPisoCP | UP,7P
. HEP | UROD | UP,7P PP(FP,ZP) |isoCP UP,PP(FP)
S | CEP |UROS |UPI>CPI CP,PP(ZP) CP1 UPI,CPI
B % EPP | FeC FFlsE 2 LY CP1 PP(FP) PP PP(FP)

XP:X-porphyrin peptide, FP:free protoporphyrin, ZP:zinc-protoporphyrin




