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UROD :uroporphyrinogen decarboxylase
CPO: coproporphyrinogen oxidase
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FECH ferrochrlatase
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proto’geniprotoporphyrinogen

BIaME o ER - BuStRFRE

ALAB K REER KBMERL T 4 U VE
AMEMRERLT 4V E
FERMEEIERL T 4 U VIE
BRMERERLT 4 U VIE
FHEEREERL 7 0 U VE
BEEa e R’rT 4 U VE

BRI (SZEEME) BT 4V VE
BHETT FRLT 4 U VIE

ALAG FREESR

ALAM KRS SR
PRGERT 2 /) BESR
(HMB A AkBEsR)

Uro’ genll & FkEEE

Uro’ genfli/RELBES

Copro’ genfi{l B4R

proto’ genf{lEEsR

T xzul T H—¥ ($RHEARER)

§-T I/ V7Y B
RVKREY ) HF
NARRIXVAFAET
VA=V 2P ) AV
aFaRNT 4 Y )
Ta bRV T 4 Y ) HF v




RILT 4 U VERBRTA KTy

® FAIZRILD 4 1) VETIE?

® REHERLI«YVELEEZHENEA
(PCT, EPPEEREE)

® TMRLT 1Y VEEZHESNT-A

(AIPEEBEE)
<::)()()
(FZAEZ)

FNT 4 U BRI, -k, HLEER, NOWERL: E2ERERE
BT 350, ERERIZIIEEHRAOFNVE LR EREE L, ZEHPENRD LECEDIEDL
HYET,

HEVIZHLERAT 0V VERETAERIDBRVSHIIBNT, BEIABICZEDTD
FIED T 2 ~DIERBME L HICEROBERGE LV B DB HR2ERZLELE,

[RVT7 4 U AEHRETA F7 o7 k0 TRV ) DERBYA b A—aX—
(http://www. porphyria. jP) ~, Z¥FELNIZ L
X DDHEFEHEREL, BEEZELX LEbOTT, E
BOERSEIIEL DRERICE > TIRTERVE
T, BEVEL T, ERICEREBBEZZZT 2T,
BEFE, BONES, HYOERNIC L <HEkK,
BT LIICBBENELET,

BEBME Fis EYE - BRI : 10



RIVT 4 ) VERBRAA KTV Y

(BBFRVZ AU VETIE? )

QLERDEH TR FL

SA¥ITIZA 7 FIZRYEL
7r. FOBHA V7L FELUENFE
Molid=a—F /s EERRALEL
77

ZFOTPYNLRDEBNRFL(FEL 2o TH
B EIRDEARNEICWRER %2
L7ce ZAEMITR D 5§, 60T69,
GPT144 L BfET L7z,

iz, BEGREECRVWLHH LD
LTI T ek BHESCB, CEST
ROLFARE LEBFICEEITIH Y EHAT
L " AB9BORBETRY aRL
74U VEENICTEBETRaI 0l
74U VIXIATEREMETLE, BlAl
B (48 20H) OFFEREMEIZCOTS,
GPT71TF, FEROBITFR-IFLLIFTE
oo TWHWiphEBunEd,

v

B : 571 #%E Rt

BBMHE #HEs EF - BiE3EEE

TNGDREENPORNLT 4 U RETIERA
WTLX2IM?

BRI R 7 1+ U EF] (PCT) RE
ZHIET,

Ta— VSR ENRE T, CHIEFR
kT, BEIFRIZE S T, L
LARTHATLIEEN,

PCTiX, ERMEEHV A, BERZ
TIEREDE S NTITEATIZICRFA L
DEHFNR 8 OULLEDBEIALSHY F
T, HLIIBEORATETT, v —GIP
DEIZSTEMOBE 22T T &,

PCTTIX, T a—AR—FOHEERF
TF, CHFEBREM L TBIIEA V7 —
7 xu U THOVY EERIIE, BEEOA
THE FEETDLAL RV ERA, DL
FFT NI NOBIEBEHLET,

11



RILT 1) VEHBEAA KT

Q.IDESHEIERIEFIVI )

ETRELTLLSD?

HWAFRNCFERBORBUFR =T E
L7z, (EERAFE2FH -+ MR Byl
%+@ﬁmuyﬂﬁﬁ)%@&\ﬁ%(a

A TIHEREDORICEE ICERSHS & A
S>TWNWET) . 2FBEK, OFnHFEWV
TT T 7720 BT RV, IR
AT RT7 LTV, FEHTOL
DB, EEEEE, BRESICHMEINT
WET, ERBHE LEEENEZENRRE
HICR W RE->TLEVET,

—FEH XV EDERIH T, A@iﬁr
DEELCTRBEEZ T S 2 <‘: BoigLThR
BHEREAD, RERD, REITEEE

ﬁ%#&umﬁwﬁ%%ﬁﬁbibto
BERBRECIIBEEAILIH 2 bDODRE
HOFRE TR L, AETIERWLHR
BWTIE?2EWVWHIZETALF LY EHLT
WhEEERBHE LRV E LI,

Q3.53LITMEEL Y I ETHHH

D&Y

1 2BOFHDZ & TF, THROEND
KIFIZ M 7=5 LRy, BENTH IR
DORIITOEMN) R ETEMMNYET,
ERHBZ LB ET,

beibé, TLUAX—HAATT, FE

L LEBHBEHEPOEL, HL B
L ENMTEERTA, IPEREERD
BRND 7= DITEF 28 A TV E T O CTER)
LS, BEREETTRTRHEVIRK LT
EHY EFA, BE BHLR, B
HYET, MIFRE CIIRERGEL, BT
MERELRIEE L, 7R LB TEHIL
ZENRTEFERA,

COESHERNSRILT 4 Y VETIE
TWTL&IM?

RNT 4V AEQENRH D ET, RO
ﬁéﬁuoTE%®%%%ﬁ71<ﬁ&

» PBG. ALA, UP, CPERHF (B3R T
ﬂ)

Fle, ANVEZ LU OREEIIUDERA
TEAERETV NI PAMEIFIELTL
7ZEW,

DIBIIED L ZARWE D TR, R

T4V EOTEARWTL X 95?2

BT 2 MRV T ¢ U ER O AR
BHYETOT, RS bRLT 4
VEERRIE LEMOBE EZITCLEE
VW, ZOMEEBHLELEEN,

BB HES BF - BUILFRFE

12



R4 VERBAA LTV

QAEMNMRICEB L, UYL

Vbl EotY LET

5B, FETERMA~TEELEZ, 20O
Hit, REVP LK ENABRLE O oD
T, BRARVIZENEDOa— N & E TIETF
L5, BETIED BoTWHEEL
7

L, BICE-CELZ R LEVES
RIZ2Y, B BE-FF - Kb - BR
FTCRVEZBO LS RLOBREFIZHTY
FLi, A, BVIIZIELS DA—R—F
T2RIEEHNTYToBELE i - &
BEBYEYLTERLERD=L, FLE
PhEeBICHTEE L.

ZoERMO B LI, $HABRCEED

L. BETIEDOEMOREZE TN THE
BB RHTET, eV LY
{7pol=0 LET,

Flo, TO1 5 ASOVWTTRFEREDOL
U - e ARELBLET, BVl s
WERA, TOERIIRLVT 4V EETL
EOMPERLMBHIZREZ LI 6WVINTL
L H»?

ETRERNTITA, AT 14 U ER
EROTVWETLE—FMHRLTATIEZ
VW, BREEBEOCERIIRUSY £3D
T, RO T2 MRV T ¢ ) MEREIE
LEBOZE 2517 T30,

BBEERAIL D ¢ 1) E PCT) BEF BT B 0BE. FEICKBLERL AN 5,
BH : BT ML EH%

BEME #FEa EF - BHEFEZ



RILT 4 ) VEREAA KT v

Q5.RZERES. BLWALYIE

REEREE CRAMRE SN TL¥E, 520
FEEE > TWET, CT, MRI, MKk
E, RBRE PBGEALAOKEIXZL) \ B
AAT, BARTRTEERL, BEOE
MRER LA E L), ERAORERIX
B ERA,

—PFE., BERBIENEZ o7z & EITHER
EREL. BNALUSETLE, BERE
Wik, 250X, IEORA, RN
—@EEIdEEE £, AIPEER, HYEZ
M LUE LA,

Q6.ALADEFEEEEIL ? '

2 6kt 4AFANORERHDED
BIER CTREZITALERBETET,
FROEN - RER (REMLEE) BV
ATPEE W RIREITWVE LTz,

AMADEEGHENIZ-&E D LRHINT
BHE, HENCE-> TWET, 24FFHRT
0.9mg/1 FRE2000ml/H D7~ 1. 8mg/day
TL7,

(5%E)
RILT 1) VERBBOEREGER
PBG+ -« - 3mg/dayllF
ALA - - - 2mg/dayll |
UP+ « » = 20ug/dlELF
CP+ « « «100pg/dlLLTF

PP « - +80pg/dl RBCLLTF

BIgME #FES EF - SiERR

TRV 7 4 U VEERBAR

TSR] EBREIh, REEZZT
TWERA, RIEVAIPTIE ARV D>, AIP
DHREER S D LTHIE. £ ZORETHR
BELTWEETZO, #HXTWEEITR
WTL X 9205

AIPOTRIEEMR H Y T, L OFEE%E
B LETOTAIPE 55, £ T2EL
ThbbHhoTLEXW, DL &, PBG.
ALA, UP, CPOBIEZBREWLTT XY,

PEME, RVT7 4 ) VEIXBETE D
TLEOM?TEHRTEN,

BETEERA, ARELY 918, Z

DIEIEFEHEA T,
PBG & ALAZS L UUP, CPEHIE LERI D2
WraeXZid TEEW,

14



RILT 4 U EHBRAAET VY

(TR CRADREERANTES 26 &LD 7 )

QLAIDHEZRANTES ZNIE

KLDh?

EA (50 IFKRDOL S BREFNOE
BT 0 RV T 4 U AETIEHRW R E R
WETHRIERBVET,

c KBRICU B LEFREEFATZY, Bl
LY RFPERICE L ENTRE, FOFIIR
BOBBROPENZEBRLND

- 24ERT, BEEIZ L AIRER (JHFEEEF)
THELZER LIS, HTEBERII/NE
SERPSERBNATHEREOL I EoT2

- g RN DOFFD S B dH - 7=
cKEERD LT UAR—FEIGOMN, <
LeABeEbLRlR2d

s FOMBERNE Db AN, B
DORZERR, To LIBNEE BEER
R OERD D . BENCERHERE (FE+
HABEH)

MgELEZWZ &
CHEECTR NRALT 4 U UEORER
FxRLTHDLRARESCTHENH DR
WWARZ (BL. RILT 2 VIZELVERT
BELTEL558. MOREZHARTE
B ZIEE L)
cHLBETHOMNI e FRLT LT

EE -5 a, BERALTHWAER, 2
ERNIMEELZRZ L ThDLT - A
TWAENRALT ALY V&, BEEROIFE
TRAIEDTES (\BRHEN) TR,
FhoRTa vRAT 4 U ERELSE
5HDTIERVDE 5Dy, 5% bERAET
THEud |
CJEEIIRH LS, SRRV T 2 U
W L AFRA~OABIINNADOTLE D
Dy (BB - BIEIZ 2L 20 TT)

FFOS RIS 5D LEERE L2 TEWY
DTLXDH

BRI AN, BHBETHELZLDT
2o TL x 9

frigemaE. MiEek. R 2 FARL
74 D MEEICOWTEMDOZW 22T T
RN, '
BRI ONWTTERN, FLEENDH LS T
LB LETOTIERIZS N,
NAT ALY vV EEFIFERNE BN
9, BHEORLT ¢ U AETEORIE
AITLE LR TWWTT, FFE? TidE

=
B

o5 Yl

FBEINETITOhTWET, Bl
HIZENTWERA,

BRAH FAE EYF - @Ak RE

15



RIVT ) ERRTA Ty

QLESWVSBREZLTESAIR

WDTLEDD?

BERPHLRERARNHOIEN, BRICNE
ENTEE LR,

18123 - 4EFBEL, —HEREND
—r ASBWELAET, R, BHE
R R T VX —ERBBELE Lz,
MR THN-> TVWERBEERRIZ, A7 g
U AEDFREM AR S, EHRBIENE
EhEERRBEEZLTLOWVWELE,

RLT7 7Y ) —423.9mg/dlEVS T
LT, BELVBVOT, BRAEFRBREOKRE
FRTRTHLE-IEINRNNEDZ ET
L7,

Q3. BEEMETA FKRIVT 1 V) VEl
EDXSITLTEHETNETH ?

BER, MERETERFO7a hRv
T4V DEERRIETDONRGHEERS
ETT, ZOREBIIZEAEDEE. BES
#HICMEREZE-S>TREL THHH 720, #
BB AETITE 2 BREREIDY £T,

W EASSHEIL. MMoRE., FlIER
Bk B SEERHEE & O KRR R BRI EE T8
BIHED, REORBREREEZEEIC
BT HZELHVET,

B TiE, BETFOREEZ X NITICE
WG abdHVET,

Fo, BEEN TR, Fo X o IHEBRIC

HREPEF>TWTIEDNDOLS2Y 4%

jaan)

b ESVSBREZLTHLAREVLDT
L&dM? ik, BEFTLRINE, BRE
EHLEDTL X H2?

fEIZZ

PBG3. 9IXIZIEIE R T D THEEMITEW
<7,

PBG. ALA. UP. CRIz>WICERTIDZM %
ZIFTLEZ N,

BJIEXR, /MEBESTLEGTSIZT
BATEET,

BREHH HES EYE - BaERE

16



RILT 4 ) EREATA KTy

(BRRBFRIVI 1V VEEBIENESAN

[EIZEPP, PCTEER]

REEN.
SFET FNARAEFEVET

Q1.READA

FLTBRAE,
RVT7 4 U R K
®%&\17Hﬁmgxh'
nEJ,

SERNIEARFNTZH LUVERICE O A
FRERVBEED, EABRSICLYZD
BRLERDEDLEE, 1 HEETERL
T DTTH, SEIO AR TR0 e EiE
DTERYFERA,

ABELTH L » ARDLETH, €YY
UiE1 3~1 4mg/dl BB 2L,
HIEDITLF T R aeax ) =r il
NBHENE LESBRER 2D, YEd
VEERLTOHET,

FAEFNIA %28 - 22|, £z
M EAHABLCOET, BEIIARY
MO 2 BENTAEFIEDTLER, RETD
BOREZEILTVET,

LTIV « A - badAq
V. AL UEE] - BRICIRALTEBY %

%Wwfﬁ:Tg%%an
BILIBE K & OB
mEELTE

sWELE?

Q2ERARICT

EPPD 1 8BOLMETT, 3EMNLER

HY, OBTELZ 4 U UEEVDREL

7o 1 8WNLERARIZRVELT,
WARTEZLLWE LA, LET
To EILTZDBOWVTL X D%

ERS

E£72, SFERTOABRDBITITIFAERIC
D$w74)/fui5ﬁ@£kméﬁﬁ
INTEYET,
AEIZHRXETEWZOE, 4ok
EFLFHEVERDH Y, RLEHOBE
WENTLE-lzd, ANBRET F/\A
ABRHELEBNE L THRIETEE S
L7,

RME e bAALTZ 4 U2, CRP, M
B—f ~Er7uvy, AR, BIORF

BEREIZOWTIEHRL ZEW, Bt
7u hRAT 4 U HE (EPP) TIRBMLE
EEFTAEZERHVET,

EPPCOIER OREIZRA T, D
IRDBAHDZ EHHY ETOTHEH= =
—%LTHHoTTFIN,

o, HILBRAESERELF =7 LT
TEW, BESHIRE»DOHMTEHLEE
T7,

RVEVENIFFESREREER &Y, 7'

FNRALT 4 U AEPER T2V THZ 8D
DETOT, RELEXLRBEZATHD
STLTEEY,

EAREFRROBERIIRATY, FiER
NT 4 DV NELIRRR > TRAFOETE
BT o hARAT 0 YV VIENRET DI &

XHVERFADTIRLTIV,

BEME #HEs EF - SUEFEE

17



RIVT4 ) VERKSTA KTV

Q3. Elchfttic BV BERER
FLDTLESD?

F (40M) ORLT 4V VEIZDOHD
TTY,

LB ADLEBERIIS 7= &
VTR, BERB 153 1 545/
RELZEHI OV LY T, ORI
EXESE Lo THBHICEE, T0O%
IEMELARCBILTWELEREED
EIZBFICIVERAS T LBUREL
L7z,

HELWERITOL»Y EHANFEEIT
= AETERE LBELVELTANAL
BWEBKICABEL, mMEzx#H% 2 [E <
BWLELSTE, HFERDLE LR
BICEL IR o X 5 T, IBEEN
WO THERFALRBE 2P 6B LE
L7,

BEZTECATE~BEH LA T
5% 9 TN, REFEESELLED
HWERR LR LD TT,

TR & 2 B 70 LB 2
DTTH2AAMENIGEBRERSHBDT
HIVXMAMTHR L THIZV,

BEEMET 1 AR T 4 U ER & B
NET, RMEK T FRALT 4 U 1E.
AR ELZAE LEMOZW 221 T
TEEW,

FRMER7 o hEAL 7 4 V> (PP) EN
ELBEWEETTOT, 3» All—EIX
BELTTFEW, ERFHERELLT
T&EW,

EBERHDNEREANOBENH 0 F
9, REMG, UP, Mk, AmMERZR S %
FrxoZ LTFEN,

fPEDPDIRFIEIZOVTTTA, &
AR BHEATIIRAD S IETIRRE
EhHLERA, —BXTZ2OIX, EX

(A Z2BOBERNESICTHI L)
MG

WHELonVITY &, REERITE
o< RVETL, FEEOCREE
LWELET, ZORKEBETEDIC,
WL OPDRAENRINEZZ EBHY
TR, BAMICETHEEREIEZRS
NoTWERA,

TAY eI —a vy XTE_N—F e
TUDORBRBBEXENOFEETDH DI
BWwe LTfELNLTWES, LaL, B
AKTER—F I aT IR BFEER L
LTAFETEETH, RRAEL L THERE
SNTVWERAL, BLALTAD5E
X, ERE L THHEIE SN,

BIafE #FEE EZE - B3R

18



RILT 1) VEERTA TV

Q4. BT BEIEEHIEHYETH ?

R, BEEETe bRALT 2 Y UERX
TVWET, BE, 2i%E 0ROFHRNVE
T, BETHIAREEH Y I 2HR
EZETIORMPEIRTIEIIHEIOTL
X Om?

AREMEIX B 0 98, BETETTIE
HEHLET,

WETDRREMIZ5 0%H 0 T4, 2
ANEBEFOZ LBV ET, REIER
LTHRET S LIERY EXADTIRD
T,

REREMT, Ta—b, K., Bk,
BEOR N ARETHELETOTER
BUETY, RIBETDHEVI LV HRES
WA TRELZEITHANIZEELNE
ERS

Q6.7 FKIVT 1 )V DME

(FnEk) 532007 K3tk ?

1 5ERMDEPPERETY, MbRILHEKRT
T, BT/ s L BYGREEERR & LT
HEF, B, REOTE., FRRELTH
3

7a MNRLT7 4 U COE (FRILER) 1%

3200 u g/dl PBCTHF#EEH IEH T, Z
DEETWVNTLE I,

Q5.EPPERWEEDNIDTIH ?

HRADI—NT UL =712, BITRY
~MTEZORA AR TEAEALR, #
AREE BICEWT Y 7 YRHE L,

BERHC )Y, MERESLTH 5o
7Ft. 5 A6 ML~ vRALT 4 Y v
& (PP) —206, FRMEKERET 2 h—217H
D, ROT-DHBEFRELZLELE, 64
15 HEML—-7a bRV T 4 U U fE—243
HVELE, HEROERMMOIX, EPPEE

WEeEbNE LR,
HENWIZHEMOEMO FICZEE2HEN
7~ LET,

.

EwRNHNI &

o

EPPLIIIRY £H A,

REZFEBMLTHZDOLULEH Y ET,
THEAENW TR, L OFEBRER
XRETCWEEEET,

FFEERE 2 13AR MERPP234000< H WM H
MWHEHD LS TT,

FEEELR BRI H D EHAN, BEX
AMZE > TERBBOBREIZEAR DY £
T, BETLHL, BROBREEMOEND L
nEEA,

TLET, EHEOBE AL, EF4AH
RV P2 LTHELTBLONET,
HIRTITENE Y FPOTECLEFIZa Y
FE—ALTBLRETOT, ZOTER
BEHALN TN EBNETN, R
ELHROERSw FRLT 4 ) v OEIRRIE
37 BIZ1ERATBNTLLEE N,

BB Fhs EY - BRI

19



RILT 4 U ERBKATS KTV

Q7. BEEMTOFRIVZ ) VEE
BHEDFEREBEMERELETH?

0, FiBRORKSCBA, B &0
BIEBHYET,
® FlEcDWT

ok L BXEFBOS &, MiRFOT
O RrRALT 4D COENBIZEZTLE
W, FBAFBICBEEE T ET, kR
ZETALT (BI4GOT)<PAST (BII4GPT), E'!
NE IR EREMLUET,

FOHE, BRERELTH, 25087
5725, BERPET T 57 & DREREH
LbNBZERBHBVET, OEL DL, T

Q8.AKtTIESIE, EDLS5EHD
ZEAESLWLTLES??

BEET LD DR EOFRIZIL, SPFEPA
D2FEERHY ET, TON, PARES
BAZEETIEANERLE T, PAZ
W+, ++, F+F+HO3BERMALD, K
W74 ) EDBEIE, T+++) %2
UELLS,

BNT 4 ) EEBASE DX, 400
f/%~5~ﬁ%&@ﬁn5%(¥%%

LHRBONOERHZY) TT, IO
%t#%%<ﬁx%?éaﬁﬁmwii

SPF: Sun Protection Factor OBE C4IMERFHIIEE
PA: Protection Grade of UVADEE CUV-ARSHNTE%L

BEECHREICETHELI LDV ET,
BHET 2 ARV T 4 U VEOREI DS
2, FBOREOEFENHZ L nbh T
£,
@ BEEEIZDOVT
BT T bR T 0 UV ETI, BBA
EEXEHFTAZERHY A, FICEE
Wi B D, FORDIZEERANIRDRL
TN EEWNS T EEHY iﬁ‘/w
® #mizoWT
BRET o bR T 0 U VETHR, Bl
HEFUEOFIZEHFLTNET, B TH
NRAEWERREE LoMVITH &, FNET
TEMARETDZ ERH/FTEET,
2B, BMOEEETH D SR NERE
Ta ARV T 4 ) VEFELSTHIERD
50T, TESLETT,

EHDEFAN, RAREELA L LiEh

DR (ZEbTF 7 B E R )
DEIEIRBHY £,

B HFLRETT, bEVELBD L
M BERELETHLDL, HOIBEGANA
KBWEBBZ L, FEIWZHRIZE
DETZ ERKRETT,

BEAME AR EF - BRI

20



RILT 4 U EREAA KT vy

Qo.FK. BEEEOMKIVTZ )Y
FERBBRESICGSTLEOD?

v, ol TEET, A0k
A, BARBBRIBEENEER O TV
WOT, BT RLT 4 U VEE—

EDMFEBNERIFERTT,

LA L., EEMICEEEFERANC T =
T E2—BEWIBEREMO HFERER
MEINTVET, 4%, FRIESL
T, BRIIBDERNES Z L RHFTE
3 BN

ETIE, ERELHRLREL, ZOR
K[RERKREL EFRIIFFEE-TLIEIN,

(BURIV 71 UVEEEHTAEEAN

[EIZAIPEER]

QL.BFFIRHPELE5ZAFEEA?

2 0 fRActE, AIPOBEETTHA, 3 AR

DFHIEIRF T, BEEPREL LV
o, BFFERNL AT A, RTH
FWHEIZRNTL X 9%

QREBEDASEALXTLEID?

AIPORBETY, BUATDELE, BEXE
DHRRDZ LXbr bRV OTERZR
LTI, RVFELEIEV-TEAATL
THHWE L, WWNTL X I D%

E3. EL ORBEONFE & ERAR DS
ALOBTEREZRNSTHH D X HIZFEH»
LEKRSETEEET,

Eoid. BERRODAEMEZRNTD
ZEHTEET, LaL., TBOERAR
TRETHIZIN, BEIDRITRNE
BuvEd,

EfETY, BFIET2ar o TR
NT 4 U AEDERERN L EbivET
DT, EHFRZLTEIAZIZLTHHID
BN e B4,

BIaME HAES EY - BUEEFRZE

21



