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HMVB hydroxymethylbilane
HMBS hydroxymethylbilane synthase

MDS myelodysplastic syndromes

PAKD porphyrin associated kidney disease
PBG porphobilinogen

PBGD porphobilinogen deaminase

PCT porphyria cutanea tarda

PEPT2  peptide transporter 2
PPOX protoporphyrinogen oxidase

PRES posterior reversible encephalopathy syndrome
sPCT sporadic porphyria cutanea tarda
upP uroporphyrin

UROD uroporphyrinogen decarboxylase
UROS uroporphyrinogen II synthase
VP variegate porphyria

XLP X-linked protoporphyria
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CLPX caseinolytic mitochondrial matrix peptidase chaperone subunit X
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v9E (ADP) 1314 (01%) &fiZzmicdb. 2009
AT O NIZEAE T BE DOFV 7 1) VHENFZEPE (BF
FeFEE LR OSEEERAY T, FERE
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Muschalek W, et al. J Dtsch Dermatol Ges. 2022 ; 20 (3) : 316-331., Stdlzel U, et al. Gastroenterology. 2019 ; 157 (2) ; 365-381.
e4., Singal AK, Mol Genet Metab. 2019 : 128 (3) : 271-281. ZZE 121k
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BE,OFRHE, KA, OB A, HiE, SKBE, RNHHIEEDR
W& & IR MBI 5. 12 K REIR IR,
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x5 2MRILT « Y VEOBREHNIIFER
AP VP HCP SYETE] 5t
(1984IF) (56 fiF) (@16i4)  (B8%IH) (353 HIh)
BIEESAER
] 165 37 31 45 278
1Bt 76 29 26 26 157
fEF 38 14 10 19 81
T 8 1 4 0 13
FRRAEIR
BihB & OB 25 18 13 6 62
PR 23 1 10 1 45
SaEE 1 4 1 1 7
W N 1 3 1 0 5
i 5 1 4 5 15
SHES 1 0 1 0 2
S EAER
BATHE 0 14 3 1 118
BFLE 0 1 4 0 15
B ER 35 16 12 1 74

ILHEAERE : AARDFN 7 4 U MEQIRKIEMR, p63-72 1 2023 X h xik

IR, fvhas, BB, BMEESYE, WhEGIRE
JH, SHEHL, FREE, %6, RORVERLE, PAaR
SRR IERRAEAL, MRBEAVEC, FRBEEERT, SOSH A KIH

AIKILR ETH 5. B OREERIIFEF ISR T
HDHN, INLETHALNLIRTIERL, 2O
FERIC K 5. — I REARZFEREAR V7 4 ) Vi
(CEP), #R3FERMET 0 bRV 7 4 ) ViE (EPP), B &
OMFEVER G RNV 7 4 V) VHE (PCT) TRRZHEERD
M AEL, F0REIR CEP>PCT >EPP T 4. CEP
EPCT WARNIRER AL B Z LA%E\WAS, EPP Tk
Il A 1 ) EHLRBOEIRAZ <, AR IERAE T
LW ZRZIEET ARV T 4 Y ORMHIZE 5T
KHIGORE (R V749 (UP) >3 7R
W741) Y (CP)>7H MRV T 4 Y) BNERDZ
LI2E B,

1) RFEKMET 2 BV 1) ViE (EPP)

EPP O J i e 10113 6 H1 0 8% 0 3 2. % 340 Je 0] DARE
Th AN, KIBOWE TIZPYLAE 6 3% (0~25 /%) T
HbH. BREFITIIHBET L LTRESN TV IS
Hb. FREHONHREESE T O R OBEE, F7F7
B, WARELD. N5 OBEEIERITAIEZ &l
IR LICEL 256050, GHIEER 30525
LR IZHERAS TR B 0 5™, 2 0 B g eIk
WS EOBNEIRICF AN E FHETH L. i
WEEBER RIS A SN E b H D™, lHEHK
HIZPED T B o B AER & U C R/
I, WP, WHARIEIE, SRzl 5. B, 4F

IR ITE D YEIR 22 OS5 O & S b, 5
FERI 2 5 GBI ASE YN 2 ST W A4, Kl
PR AR BA LN DAROEELH L. T
FURICIEIEVEALBE, OB AZREL AR, ERMO
HGBRSE R IO R RMEZ 22728 bH 5.
=77, PRI, SREZRERRZAL, R IZERD .
RIMERP 70 MRV 7 4 ) VEDEWITE, B AER
AR A LB H 5.

JFPERERE E IR DT TREAIHETH D, #30%
DEFITIAH N T VAT IT—EDLHZHD, %
BIHFARIIES. IBAREZ R 20% ITET L L S D™,
F 72, BEORIMAF 40% FEEEICA SN D™, MFiE
KERLAZEPP AR A b STl ), Thid
FREEGEBICE CEREET ™.

2) WRFEVERZ ANV 7 4 ) Y (PCT)

MFEME PCT (sPCT) (EHAELIBEICHAE T 5 2 & 28
s, KIEWEPCT (fPCT) D% <13 20 i E TI2H
FES 5. BERIEIR & R ESRBNTH D, MEE
Rz, BN OGHLBBUEIR & L THLBE, K,
OB A, HiifzZe &5, BN OREIR & U CRFE, R,
WaGS Rz %, BRIiE, BREEREEZELL. S5,
—IROBETIL, MEIEMRELRZ D AONL™T,
BRI PRI O A1 )KL B & OTOYF AR AE D
WHINTWD, 2B, 1 FEALEHEBBRO TN
WIEBI 26, EE ORI RER % BT 2R F TREIRO
MR, BRI UP XY, RAZRME 3R E0
ZERT DY MRS T, R H B IFRER &
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DEPHEICIS U7 iERE 5 5. PCT 12NN % 5
FET HERAENE SR,
3) SERMRFEEERL 7 12V V%E (CEP)

CEP DR DS EFE 12 b 72 2 T O R ik
EENICE DM ONEEETH B, £ DBETIIE
BED % XD IEFITROOLHOEBUEIRZ 4 L 5,
AR E BT ORMGEOEL FREid) bR
ELTABNDLZENE L, RMIBRNIIO 42052 5
M ZERTd 2™, GBI IS < KLBE, 7K,
UL A, iz, Bk OBHMEAL R R A2
Lwv, MILWEEREZ#EY RS L MOLE, T - H
I B RO R E AU, BHEMERTE, BELA,
ERH R ELALNEY. CEPEZETIIZEEAEL
CEP E7 VX7 ATH KM EEEDOMENALNS
M EORFBIZOVTIEHL 2k o TR,

% 7:, CEP TIZIMEFIIEEEMED 2 L DI TH
D, WIPEEIME ZHUHE) EEZ LT 5. kPO
WUIE L & 2 MBS RE T A R U B &, PLImMERIRA & & 72
L, BMoEAL, Wien, S&aettzt) X5k
5. Wi CiEdHMWYERE LT, R, mmE
XAELBIE0HY, TEFTIIERIDEZDY H 2Y.
BEARARIZ D RNV 7 1) ARDTRAE T 5 720, Rt
WREE, BRRBELXEL, BHEEIY. Kok
1 CEP I BIIIC A BN BHEIRTH 1, FIZFLKIC
Abhs. T/, LB OWICKEAT Casks % IR gt
ThHE, WADPROECEFET LY.

CEP O HIEFEIE, 15 PG W AE 2> & e N FEE O
BE D FEHRGRBOER £ TLIEI D72 5%, FEREAF G
10/ LA CTH - 72 E 1L, 105 R TRIE L 2B H X
D ERRAEIRDSERBE TP R AR CThH o - L OFiE b H
%%

4) X HPERIV T 1) ViE (XLP)

XLP D FEAERIZ EPP & I3IFFERT, FLLBHIC
SERE L, FEREE OIS X 0K D L < I3HBUK
D KEEZAEL L, BEHEMICIESTE R Lo
I BB LR RN N 2 A2 U 2™, IR 7
EOEEDFIEMELRBEEOBRELEIIHTH L &
ZZbNTW5. BRIEROATEPP & XLP % [X )
THI LML, BWICIEEE TR SLETH
A" EPP & B L CRIMERFR 7T bRV T 4 ) Vi
RPN DH Y, T ORERE, BEREIR D FEAET
JEREE % A4 U 2 E AW EHEE ST W B R
BEFEL, WAZICHETT A0 H 5.

5) FFEARIFEEREER IV 7 4 VU ViE (HEP)

HEP 3% 558 L, 2 OEED KRR Z &
§ 5. BARSEIRIZ PCT & CEP O & B0 B
FERZ BT A%, MVOEHGEBUERZ 2L, B0k
JEREIRE UCTRLBE, AR, NS A, REE, KRR ED°
HHONDL. ZIH VD Bz FAEIR ISR DL R
T HBIBME SN TV DY, T2, BIHEE ONE5
MRLE, BREEZET S, WECERE N R L) A
LNLYGEDLH LY. KELVLADIM - iH % i
DK LB OMIRD BN 2 5 &, FAROBERT L fia i
BRI, B - B oo, A iR B AT
MEL) BY. REKEZRO, REEFrALNL
WD 5.

50% PA_EOJEBITHEIMASH H B 23, il & 63
ET 5 L9 REEREMIZ . LaL, Eikg
MTHELELHY, MEZMEDES D H 5. MR
DOREIRE L CTHERE R BB WG S Tna" ™,

BIZFZWPERINDL L I2hoTHHIE, BIE
Bl S BOL SN BHEG] TIIFFEF W L2
HTHY, EHBEBZHELZVWEELH 5.

<BMRILT 1 UVE>

1) 21
AODZMERNT 4 ) VIEIZWT D EE O
EI2X Y, EEEEIR (Gunther O =% © B, TR
RS, FRSEIR, FEAEIRO =82 45 e 3 5 8%
BEEETAHY. LaL, 73 /7L 7Y VEBBUKEERK
BRIV 7 40 VE (ADP) 2B aMRV 71 v
FEIE— MR B OREF DML, BIEHT2RA L
TWTHRPITIAE G CTROE T 2%, FERNE— Y
WCREICZE K, BRI, AROMBRICHETED,
PARREMCTH 5. Ied MW LEIRE T OHEL £
51K,
SMRETIX, 80% LLEDIERI T E AMRICEEE &
JEG % 5RO 2. PRS0 SCBkIR 7 & 0 JEERAT HL I
BHE TR, i, A, W, TS, o
RO T IUE, EEHE RGO A Ly A
MEE RO TIEF 2R F. SIS O LEHERIZ P
HAMRSROBEEIC L > THEL LD, SR TH
H720, BN &S S WRFEITHFH AL E 5317
bihd 2 L bMmTIERwv. FERIZEH 2 TSR L
1~2 B TR A 12YEET 5.

FRER L B MERIED R K 70% (A LY, KA
F, PIRAESR, HEMEESROVWTR S EEEZAL D
%%, KA HRERE E O b — I R IEIRIE, AL
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B ) R HICHETT B TH L. REEESL LD
N7 EORFERETEZ O PRI ET S, R
HEATREII AR 2 7203, B H AP i Mk DU RR S & Il
IR AT E M AT T IR S o D, AN LI dis 3
PLEE L2655, PR EZI2LRIED
50~75% \ZH S, B, A%, MERTEEERE, (207
PEIPREMGERE 5 EREDO L D5, ) O, B A X
7 N7 A, B, BIECES FTEELEMIRES S
FNDT. IR EORK20% ICA LS.
Z OB R, N AR -, IRIRB X OV
i S0 )y S, W B 1R NE S 188 B (posterior
reversible encephalopathy syndrome : PRES)® % &
L7HERADHRE SN T D, HEEMERREE IR oM
FRERITI 2 C, MR, SmEz5lEEIT.

BRI Cld, 2R IEDR 25~60% TS 1)
L IMUAE %2 78D 5. WA INC IR BV E AN
STWEBRERZ R T TB Y, BAMRELZ O H8UR T
DOIMFREENFER EEZEZ SN TV,

2) EEAER

BEORSEIE, EIEIC I~HE 025810 L 2k
BLzw, LaLl, T —MOREGCITHBIIEELE
#0293, EXPLORE HZAMWIZETIE, FIHIEIEDE
BD 65% T, WIr, AN, &R EOBMERER
ZERA, 46% THHEINERDFiHE L Tniz®. K
THRBRICEMER LV 7 4 ) VIEDEMIERYHE S
TWwap"W, INHDEHEIL )2, A% AIFED
FEHE L, AGOEARIEAT LY, K 8-7
I/VT7Y VR (ALA) ERV 7+ ) =7
(PBG) DfEIZFRGEMINC LA LT 88k R
BLEEOSEREIEICL D00, FEFRHRMIC L
A L7z ALA W X 2 AT i EIc L 2 b o
EAHTH 5.

FEENEY A2 LT, HREEOEETFEE
BLUOEREOBIESRE SN TV RS Zhb
DY A7, BRRMICESEGED RV 7 1) > bk
ML TV 2 BF IOV TRIIFEICRE S T
WS, VA HET LRSS ), I kE e
BHPLETH 5.

%3 VP & HCP T, FMICBRIZER S N2R v
74D ARG ESR S TOUBBBCOEIRZ 4 U 57,
Z DR JEIERIE AIP, ADP Tl bk,

B

&6 REWRILT 1Y EDERIERES
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- BXEmE
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BRIV T 4 UE

11. ZWDEHDORIERE
<BEERILT 1 U VEE>

BZIEARIVT 40 YREDIEREZRBINIIE, SoiE e
W & GRARIER R TIEF A SRV 7 4 ) Vi
REED CLNEETH L. HGEBOERZ R TR~ 2
BERENT 720 ICA ) —= v FRALE %
3%, A7 —= 2 FRATREZROIE,
BRSO 72 0 AL A, BA T RAEE 1T .
1) A7) == 7k

B RNV T 40) VEOENEREIZIE, 2ITETOoN
MRBBOEDS X OVGRRIC X D BT 2 RESB T O NS
(#£6). LRI NSOENOFE KL LTHH
THb. KV7 4 VHETIE UVA L HOEHR O 5
THIEPFREIND I L DD, BEHHNISALR
WAL H 5. Genovese G S™IIFRFEME T T bR
V74 Vi (EPP) 20 Bl X O X digitER L7 4 )
YHE (XLP) 1 BNCR U CbsmsatER % jifr L7z &
2%, UVA TIZ 9B (429%), WBLETIX 861 (38.1%)
OBRZTHBEE RO EME LTS, 72, EPP
2 XLP Tl B RR oo E R AR % SRS EE T T
BlgEd 2 &, RIMERDHOGZE FET B SO M IR BI5E
END. T2, BERMIMIOLHREZ B 2 2 & TF
I % A2 U 2 A MRS e ) A7) —= 0 T
HELTHHTH . BRERUERFRERLVT 4 Y
V4E (CEP) BEDOFHTALN D IEFHFHMILD 50~
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=7 FRERIRILD « UV FESKUEIEKMATOT «—Ib
A JHA FRINEK 17 BfE
p=liast N ALA, PBG, UP, CP UP>CP
AP RIRER N ALA, PBG —
ADP Pp X ALA, UP, CP CP, PpKX
vp 4R N. (PpIX) ALA, PBG, UP, CP Pp X>CP, XP
JERER N N —
- =IEHA N. (PpIX) CP I, ALA, PBG CPI
TERER N N, (ALA, PBG) CP I
PCT N UP>CP, 7P CP>UP, isoCP
HEP Pp X UP>CP, isoCP, 7P isoCP
CEP UP I, CPI UP I, CP1I UP I, CPI
EPP Pp X N (CP) Pp X
XLP Pp X N Pp X
FMAIFEIC EFI5BD%ZRI. ALA : §-aminolevulinic acid, CP : coproporphyrin,
isoCP @ isocoproporphyrin, N :normal, PBG : porphobilinogen, Pp X :
protoporphyrin, UP @ uroporphyrin, XP : X-porphyrin, 7P @ 7-carboxylporphyrin

B BRROCE S R, p124-130, 2021, PR AL 0 HARERIK U R A R A

#(F), pl98-201, 2012 % ZEITHER

70% TR KEDORIVT 4 ) YEPFEINRTB Y EEE
T HH, KMORMIRTHENEZTET 5D OIS
DOARTH A", ZIUIEIMLIC L O HRMLERA A S I 4E
ANRVT ) AT A0 Ll S hTwa. iF
PERFERERNLV 7 1+ ) VE (HEP) BHE TIRIRICER
RS ARE T2 L ¥ v 7 ot s s s,
FRPMLERAR A Cld, B RRRR S L OHEZ EM
M5 PRI PAS B EE O AE RO 5N ™. £72
MES R RNV 7 4 ) VHE (PCT) < HEP TIXFEK
TARIEDOEESASNS. S 512, EERERLET
i, MAFRECREZT T YOREDRED LN
20U L 2 S O BRI RS IERE R T H
B72%, FRERNT 4 VB 05 8 Mg R Al
BREIE 7 B2 BT 5 &, EERE T X
WAL H DT,
2) HALFMRAR

RNT 4 VIERERNIZELT 40 UK, BB
EEN S OHTBRAE O ER AT S b DA T H
%, KNVT7 4 VEOIFMBW ORI, MEMRAT
RIMER T v RV 7 41 >, Rk 7ar L7 1Y
v (CP) %, WKAATHKH CP, Ry aRL7 1Y
> (UP), RENVT+EY ) =4~ (PBG), WK -
TIZVLT) U (ALA) ZWETLHIENEFL
WI(CQL). I, RICEDME DR T 1) kY
L I3HTERARASIBLL TV A2 X o TH 2 & 5 18

BEMEETE B (7, KM2)M.

ARIMERF 70 MRV T 4 ) AMED FHAPALN, JR
HORVT 4 ) RPN THIVTHERIZIX EPP
FikbEEbs, 7 MRV T 4 VIidHHEREE L
THEHRE S N B 720, RABRIV T 49 VRIEE,
BHEPIZLEOTT MRV 74 v ESNE, £
7z, XLP b EPP & [ulkk, RIERH 70 bRV 7 41
YMERER L RBoORLV T 4 ) SRIEWTH B
EPP LIEEL T E FEILT 41 ¥ HRRE W
WZHbLEns™  F/, HEP THREIMER:T 7o b
RIVT7 4 D LHT BA5%EH UP & AL, R
HIZUP & CP i s 5.

RABPFINT 4 0) AERBEEDY S, BV T 4 1) VHE
DR TITHEMIC PCT 3% bih. PCT TALNLA
ARV 7 40 UARIEIN SR UP (18 8444k >TI1 A
BYEAR) O EATHYY, JRPCP D EHT2HUP %
EHZZ &R R ALA, JR¥ PBG B S h
a7z, EEREIRE PR ARV T 4 ) VE GEIZ
Pararvz 4y i (HCP), MRV 7 11
YiE (VP)) L o@HNITRETH 2%, ARk Ao
74 YRRIEETH 255, A2 UP 25K®IC
RBOLNDLY. T ANVEERINVRLT 4 VORPT
M sh, BHICEHTHA. FEFHIZCP AV
TaRV T 4) yAmIER, A vaTaRVT 4
VIHRESREWY UL, TANVEFIIVEREN
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M2 KERILI«UVEDOZEHIO—Fv—
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SR BUE K

| Repcp, upiE | Repce, upiE |

| FREKPPpIX, CPRISE
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0
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R r r

») G (o) Do | (o)
G (o

k.

p

LS

CEP ] [ HEP } [EPP,XLPJ [ PCT J [HCP,VPJ [ FISHRIL I AEST

* FRINERAPPIXIZHCPOVPTHIEFEMIZIEMT A ENH D
w0k BIREATIXEREDZENH L0, TEEZETD

ALA: 6-amiaminolevulinic acid, CP: coproporphyrin, PBG: porphobilinogen, PpIX: protoporphyrin, UP: uroporphyrin

74 YBIUEMPRLT ) AR LTE, B
e H A EN O BRIR A Z St THE T & 2 2ttid %
W,

CEP Tl&, ZRIMLERHIZEREEED UPL B X U CPI 2%
Bl EnY, SRR B X OEEPICHE S 5.
AN mD TEIR )V 7 1) ARHHBIS % O3 CEP
DHTIH 5.

3) Rk

BRI E CTHRETE 2 A ZMAETH
D (CQ2), FEHNBIZT WMLz [HETE T,
EBWICED. BUE, 928 TOHEKNBRETIZOWT
MR TH 5. BIZFHIRAIIZ W E D AR 5§
FANOISEBNEF v ) 7 ORER, e EPP B
DEsE, WMARGZH bR TH ) M4 25 THHT
BB AR TN IZEART R P R, 423 & DNA
WFZERT THiAT SN TV 5.

EPPEETIZ7 =0 9% —+¥ (FECH) #fzFIZ
RN Y T 2 I BHY, FLEALDREFTHH)—HD
TUIVICHEETER (IVS348C) 2o Twa. F
7z, Caseinolytic mitochondrial matrix peptidase chap-
erone subunit X (CLPX) #f{zfO¥FH/N) 7 ¥ T
b EPP 24 L 5% "5, AFETOWMEIIRZ RV, 7

O rERVT 4 DO ERITH 2 h b ST FECH #iix
TSR N 7 2 N HEE S R BE A 4% fAAE
THEMEENTWEY, ZoH#, XLP % CLPX i
fEF ORI SY 7 > MK B EPP, W7 ) )L IVS3-
48C 12 X A AAT EPP O RN &% £ BT 5.
KM PCT (fPCT) TR aRLV74) ) =4 >
BiikgEES (UROD) AnFI2w N 7 > b sl
ENBH, ZERIEN 72 UROD Mtz 1 D3 1)
TYrEeHRLTWTHLTLLRIET 2D TR
V. CEP 1 UROS AR TR/ 7~ M A E S
%05, ARILERSC ERZIRGLICEE 2GRN T CTh 5
GATA-binding factor 1 (GATAI) BIET*9R7T 3
VT YA 2 (ALAS2) #In T O
VT Y M X BHER D i ST b, XLP OffEE#S
WiiZiX ALAS2 1z 10, HEP OfEZ 21X UROD
AR T OBIZTFBRAEDPHEHTH 205, AFHTIRRHHN
)7 v b ANEGE & 7z HEP JEBI O 13 2 0.

<EMRILT U E>

BRIV T 4 ) VIEORMAOIEM LB, £
FERIREEASEUN IR 2 A L, ST A & SR
VT 4) VEERREH)ZEISEESL. FLT, —H,
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B3 SMRILI«UVEDRIY——VIRE

ARV I SE
EESRER
ZRYRFRTALA, PBG,
SLT7FUERIE

I

FRALA/PBG FRALA/PBG
>10 mg/gCr IEEEH
SMRILI R SMRILI VR
FEE DM BE
TREZET D=6
HEFERE, BETRE

* RMHEREECTOSRIRYBRLREZTS, BERBREITE

Wang B, Bonkovsky HL, Lim JK, Balwani M: AGA Clinical
Practice Update on Diagnosis and Management of Acute He-

patic Porphyrias: Expart Review, Gastroenterology. 2023;
164(3): 484-491 X ) —FRegZs LHzifik

SRV T 4 ) VIESEDNI DR NIIA S Y) —=
VB ERERT S, A7) -V IRAETRE 2R
D7YaE, BITHBZW O 72D LA, #i8
FrAEE4T) (X 3).

1) A7) —= v 7

SVERIV T 4 V) VREOIIBWNIL, BVEFRIEREIZR
M ALA, PBG, 7L 7F=roillE®ir) (CQL).
SRV T 4 ) VHEE, BVEFEVER IR ALA OF
WM bA2Bd 5. 72, 737 L7 VEEBUKEEE
KRIBYERNV T 4 V) VIE (ADP) 2B §XRTOAWR
W7 40) YR, FRIZRB PBG O EA 2RO 5. &
HRIEDOMIZIR T ALA & PBG @ ERI3FHL, W
NH P &b IIAEM LR 5 FU Loz Ry, o
NSO TR0, 24 B OB RRAT TN
LHBETIE R AR Y MROWED A TTH5iERT
&%, AL, RBMWEOENEZRET L7220, R
ALA £ PBGOWEE E DRI LT F= v OlllEx
FREIZAT, SRR A MR 5. 2 MWRIERO RS
ALA, PBGIZIHITR\MEZ RS 720, SEMENED S
ANT 4) VIEDFZWIIZZEDMWEDAT T3 TH
N, TRNETHLIRHEMIREN TR o7,
AT, 7 A BIALEIREROEME H1E, K ALA
¥ 7212 PBG 2% 10 mg/gCr B2 ST EZ W & LT
B0, HHREOHMOHRE 5.

R ALA, PBGRINED ¥ 4 I V7S EHETH 5.
BENPANLTHBEINTVARWVIRDY, R ALA &

PBG IZ B MERAER O H B A Uk 5. 2ERIX
PERNT 4 Vi (AIP) BEOMIETIL, ALA &
PBG i 2R E#R T A 2 S BAEMRb T RS L7z
FETHLHURMEARE SN, LaL, HCP £/
(& VP BE TRAMFRIMERICREIRT 3 2 W R D
Hb. Frz, BIEFEO AIP BF % BFEMICIRP ALA,
PBGC DMt %E L7z & 25, 15~44% DS IEHAEZ R LT
W7z O HCP & VP T, WM U2»Zhb Eods
T, FERMERICIEFEZ RS RRESRE. Thoo
BE T, EEFEOMMIZRT ALA, PBG O LA %
BTz, BMERIERICHE D K LIREE 179 L2
ML ALL, BVEFEMEE BB T 2 2RV 7 4
) VREDBH T, R ALA & PBG i, S5
TEDORTH R L C LA 2. BERIELZRIET 5
FEIRDSHHE 2 5 BFE BT, JRH ALA & PBG 2%
EHThE, EROWHERE LTEHERLVT 1) VIE
DU FEHE TR,
%%
AMRECBV T, REPORM BN, EHHEDS
EETHAH. LML, R¥ ALA, PBG ORIEITHKE
R TR TH ), WK E % % 7204
RATHECTHHEZET 5. RHBAIEENIR PBG
M )7 3:Td 5 Watson-Schwartz 7 A M2 A3 & A
SHHNTWEY, REOMRMEAPRI S h7z7z01F 8
AL DOEBREETIIEHTE 2wV,
2) HALF A

AT ) ==V TRETEMERV T 1) VIEL BRI S
N7z HIF, H2BRE LCR, 3l RimskhoR
VT4 MREREL, WRBHERAS (M4).
RIZTE B 2WRIEN TN 2 OBEIAT DN D1
RIS 5. REMERLV 7 4 ) VIREDZFNZNRORA
DR ZRTITRT™. ADP 3o 2RV 7 1) ¥
fE L B2 ) PBG O EAMN W &, RifiEkp 70 bR
W74 R ERT I ETENATE S, AIP 133
ERDRNT 4 ) AAROPREREMZ RO RN L2 b
fhoZERV T 1) ViELERNTE %, HCP TIE, &
fEiho CPII A% LK ER-§ 5. @@k, #Eho7 o
MRV T 4 ) ORI Z RO RN L VP &
HHTE L, VPIIEMEFIZTO MRV T 1) & CP
OWHEDHEIMS 5725, 70 MFEIVT 4 ) AAEAIHER
BT 2 DWW TH 5.

JREARN T 4) AR, BERVT 4 VIEEDA S
V== v A E LCHMTTHATRETE V. R
HRLV T 4 ) VRORRES X OJERF R A, ik
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BRIV I FEEZESTER

v

EE
RPALABIE =P 3R )L Do) UIE

i
y

FREFPBGRIE =P 7= /| J'1) > Bl KB SR RIBIERIL T4V U IE

5
v

BEPCPRIE =P = QIR IL T i

5
y

A

HFERPPIXHE — (ORI TG

i

SRMERIL I E

ALA: §-aminolevulinic acid, PBG: porphobilinogen,
CP: coproporphyrin, PpIX: protoporphyrin

PIRHFEEE 12 B 2022 45 TV & 16 SE8IAEE X ) —#Z L Cis#

DZRKAENT 4 ) VIRIETHRD LN, LIFLIEEMN
RIVT 4 ) VIREE B TS NERZII O % 035 faki
Wrd 5.

3) BIRFRIRA

BIZFIRANL, EALPRA TRV 7 1) VE
LB S NIBEIIH LT, WHEEESH T 5720
2479 (CQ2). 5D & 2 AEALEMZBWI A e ShTw
W EFITH L COBEFIREOAHEIRENT
BOF, WA ) —= v FEREICER SRR W

SRV T 4) VEOFREKBIEFIE, FL7+EY
=Y T I VESE (PBGD), T3/ V7Y VB
KEEFE (ALAD), 7a bELV 749 ) =4 v Ip{bEEE
(PPOX), BXUra7uRn7z 1Y ) =4 v EE{LE#%
(CPOX) D ADODBIZTAHESNT WA, E#iaT
D=L TRIATT B E, 95~99% DHER] %
RETE %, A 4 FEBFAMSCE BT, AIP,
VP, HCP 7% D006-4 {zF1RA O G BB S
7z, BUE, 23 S DNAWFZERT CMiA % 25t LT
5.

BRIV T 4 ) VREDBIZTERREEZ DL 134
FEZ D72 ) B ER BB L WY, 200K R
WIZEIR T AR OWAEMERFEREE DEAE S 5 W etk 2S
HbH. BRIV T 4 ) VIEBE OB T AR
FEINs, RRICEEBETFA T V&) V7 THRA L
BIENE ROV THERZRIE L2 BT, RIEEDH
LIS R TR ZAT) S LA s D, IR
SEZ IR OMERIC LY, SATAYANTH

HE WL, FEDHEDBIEN ) A 7 Z AN S 2
ENTES.

12. SHE

<BEERILT 1Y E>

BRANT 41) VIEICBT A EEERED S ODOF
BEIMARETH L. 72750, HBREOKBEIZLY
BRH A RIERARIG OBEWT 22 L0 U % & R TdH
5. FAUHEL L CREMSIFEERESA SN, IF
PR S D IFARICHER L& TRARE %
L. =, RFEHETa bREVT 4) VE (EPP) %
JFYEAREERER V7 4 1) V4 (HEP) TI3ISERER
Fig 7 L OMRERIERD BT DA 0WHEINTE
DEREET B
1) FFpnEREE

EPP CTIX A REM E2 ik b EBR TR EAGHET
25~51.6% TH LN LW F 72 L % #9 20% 1224
ULaEaha™. WEELHHEL, #TLHLEH
JH, ZPTFERERRLNL. K 30% ORERITILH b
FUYATIT—ED EAEZED, B % PHAEIIE
5. WAEICES72HE1, WREMThhWENALL
BIDSHE 2 T 5705, B, O OMFE L 70 MRV T 4
) RIS E SRR WD, % L OIERITHEED
FREAL, BRBMASLETH - 2EFAOMRED H 5.
MR PER RV 7 1) ViE (PCT) I2BWTH Pk
EPFBN L AEIHETH ), MREEEASNEW
JEAT L & UL IRAE R R BRI M 2 & BFREZE, S5
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CHEICE A MO THIKITh 72 B IFREEZMES ™. Tl
EANOBATR N O &b D MO FER V7 1) ¥
IiE & I Ui b BHEEATR WY, S U D v Tid C AU
KA VA (HCV) B EDRENFERICLEZ L FE
ZONDDFHMIANTH L. B, PCT OBHRIER
EFBEEDOREIXLT LD —F L awn™,
XHgAMEAR V7 4 ) V4E (XLP) T EPP & FBkIC
FhEEEZ AT 52 L0 Y, £72EPP X ) Zo4Hbk
,OHEIEEESWEPNISH 50,

HEP T FHEREREZ L) 2 L2 5.
2) Al

EPP CTl/NERME/Ma MRS A SN D 2 LAD
D, ZOMEIF21~518%"5 P LWHE SR TWS.
PCT T3k 2 S L TG sk, 7 =) F S ED
iRy, BEORIMZ A L7261 s 4
THHH, PHANIEREEBLS L EhH L0
ELRBEPLETH 5.
FRMUERFEERER NV 7 4 1) ViE (CEP) TlEdw R
V74 =4 v T ABEEFE (UROS) IHHHE T o
FEZIS U7 M B A <H ), JRH A S i
PEREIMASR NS, FEIMLD 728 247 B TR M ERE I K
B CEILAS B 372 72 WEERE S 2> & 12 P L i A3
Vo7 REIE G £ TRERICIRA S 2175, FEIE A 23
5 DT O B T A VR, AR A A I O,
IR A 3 & OB 72 & 0 T4 T HEATPE O I 2
WEERE 2T 2 WREESEV EHE SN TW LY, =
WHEOWERE DT X ) PLEkA % & 72 L, &L,
WA B X O % BEE O EREE IS TFHRITLELG SR
%™ 10 AR ISR AR TRE L7 B, B
PRAGIC E Z 2 M 2R AREIR & S S v 2 & 3% WP,
MM A BEE 1 CEP O FHRABRDO 12 FHIKE T
HA™. HEP T 50% LLEOFEGITHEIMAH 5 1™,
ARMITFEMERMTH 2550, PEEE) 2 &
bdH 5.

<BMRILT 1 UEE>

PAE, 2RV T ) SEOAPHES LT, fkkkE
FEoMIZFMERE (HCO), 1BUHEm (CKD) of
DAL G IN TV L, BEORMEHICBNTE
W 2 5Vl RIS SEETH .

1) JF#ifadE (HCC)

SUERI KRRV 7 4 ) ViE (AIP) & HCC o B
&, 1984 fEICHO THE S, Z0HBW O DRf%E
XD, ARV 4 VEDOBRZICBITS HCC D

Hx) 22 (RR) K OFR#EALIEAER (SIR) AHfEE S
N7z 0 vy 2 —OER IR — MIFETIE, 2
PERIV 7 1) VIERE O HCC DAEHZEEZH X 0.35%
T, FEBWERNT 4 ) VIEOMRER &KL T, B
FEFE AN — R 108 (95% 5K R © 56~207) &
KIBIZE D072 Fe, AT z—=FVORLVT 1Y)
IERERT — 7 N— ATEGHE NI 1244 A0 2R
V74 VEBREEHV 3 R— METD, PR
AN — FIId 38 (95% fEHEX [ © 24.3~593) & &
WA IR L72W. AT HRBBZHRT -y R—2 %
7% AHME ak— MIET, oML, I
L EBIZ, HCC DHHEDNTH NI EAVRENT VL™,
BYERN T 4 ) VIEDBE T HCC DFRIENE WER
ELT &7/ L7 VR (ALA) OREAFL X
DOFBIZ X DN 7R b= X, DNA 1§, =3
kv B 7REEREE, AR Y L8y B oSBl
b7 EATRIE E N TV B,

% < OWi%E T HCC O Wil O V-394 #id 60 k2L L
THY, WhERV7+EY) =42 (PBG) EN L
& SRR X B ABEOBEEIE, HCC OFHEY A 7
OGN E B LT 72", B RIEOBAED B % 50 %
D LloaWRr 7 ) MHEQBHIE, #4 HCC DX
) == T EZITHZET, BEICHCC MY
LIENTELWREELH L. Chon) 2713, K
RIS ISEBEPED BRIV 7 4 1) VRIS L T %
BEIZOWTIEHEICHA SN TV R WA, ) A7 A8
HE LRI OVWTIRESHEICE S LEDND .

2) BN (CKD)

SEBEMEDOZMER NV 7 1) VIEOBBE TR, HEED
F ) T L TEEMICEREREEE AL 208
SN > TWBE™ . Z OBEREME T IR HEST
L, "7 1) v (Porphyria associated
kidney disease : PAKD) & I, W OHhDE
WA LTV B REEARIE ST BY. F7:5
THELTEZLNTVDLON, KVT7 4 CHiERE
DEREN G EHEETH L. B % ALA 350 % HRAL
AELTHRN TSR EBERE UL, A—/8—FF ¥
F (0) RebFuxivgyhn (HO) AT S
SEDPHMOSENTWEDMM ZOMEA ML RIZE -
THIRNO I b3 > B 7HEbciEfsh, I b
ay P TREREZELLZ LDV OO T
RENTWVSWD B BWTd, iz v
72828 T ALA, PBG 2%k MEF EREAIILICT A b —3
ADWEHAL, A=t 77 V—=R/MAA LA, RIE
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LML N - 0 5, MK B K17 & 021k
ERIFTIEAIREINY, AT, BERLVT 4 ¥
FESE OB ERA G, MR I o FRAE R
BEEAE T TWD Z &P ST g0,

T 72, ALA M PUREH & OF 5D, SPEFE1ER
IR 2 R 2 5. MEED ALA OfFAE I I A
HEOBMEREZT &R L, MENEORAEIIE
PRV IAS s & MR LI D e A3 B W REME DS . 2
NOHOWEL, SWERNVT 1) VIEBE OB EKROR
T L CARERRMEALAE & L TR SN TN,

RN 7 4 ) CHTSREOERN 72 B HE DS O &
LT, 8RNV 7 1) YREDSMWIAEICHE ) miflE,
IR R b 7 A E), Bk 7 & 25 E I
WCEHZ LT BT D LS. AT, 2RV 4
) SHEOBZE TIIEMELHE IS AL N, REIMOB
MEFEFMEICT A -V %52, CKD %25 &z 30
HEED DD, L LAads, 77 Y AD AIP B#F L&
SEBEPERINE 2 0t 5 & L7-BIEZEIc BT, 2%
YED AR IMLE & BEBLRIC CKD OfER R #ET & A
BEARMEMEZ R LA &2 5%, PAKD & i B
DOEWALIE I ZNZENEESLETH 5.

HEREREVERRIN G O CKD OB, wHEED
D e INTwDEY, EMVKRMECEIALTYS
ALA Ok LTHEHT A2 XTF F T VAR —
% — 2 (PEPT2) DYEDERIKICONVTIE, MERERE
HETH-TH, AIPBEITBIT S CKD OEAEREITK
ELWBELG 25 I LIEFRETREINTNE™Y.
B PR ORI C R RS B D18 Vs & 7R 72 5 &
\& PAKD O R A W3 2 LD 5.

13. #RIEZH
<BEBRILT 1« UVE>
1) R DR

EI24TONBHEBIE S X OERIC X 0 3B 25
BT oND"(£6). 72, BEEREZ KTV
74 YREOMIFI & OFHNIHICLE L %™, &
TSR ZHERIM T D RMIERF 712 bRV 7 1) Ml
150 ug/dL RBC FEEED LS5 &5 O TH 5 b
DRG0 B,

X HEEAERNL 7 1) Vo (XLP) LARSFERMEZ T b
FIV7 4 V9E (EPP) IXHRRMICXNT A Z 213 T
&7\, EPP & XLP Tld& dIIRMERFP 71 kR )V
T4 VED LRDAHR LML D, EPP TIEE DK
WFEEET T NRLVT 4) U THY, XLP CTlIilEsE T o

FRVT 4 Y EHBAITT MRV T 4 YO
AT S LiL, RFETIEEHRETT MRV 4
) UV ERBEER-ATETE 2D, TEOENIC
SR FIIREDS LT L 7 5.

MY SRV 7 1 ) VE (PCT) OREHERS 5
Gl 7e R V7 4 ) Vi (HCP), ZRtERL
74 VHE (VP) 2RI EA%%. PCT IdRHIC &
TI/LT7Y B (ALA) 20 %\w. £72PCT D
FEJEREIRDSTHE NS A B &, BRMFRFERER LV T 1Y)
VHE (CEP) OREJEREREXBIT 2 LWL 5.
FRIZ, a3 B B RMEICA L 5 CEP O IERSB L O
JRARNT 4 ) 707 7 4 VHEPCTIZHEMT S 2
L5, CEP TIIARIMERFR IV 7 4 ) VIRENE L
CEAT R EH L 2 5.

2) BRUERNT 4 VHE

= I O EPP O35 401, B il SO BUE 8 (MDS)
e EIHE) BRI EPP 2 583 5 LD H 5™, Fhl
DOFRFERRGMNL, 7xar 5y —+¥ (FECH) O
Z5& %\ & FECH 12 FHRTET 5 18 T Attt
RELERE 70—V HPELL720ET 5. BR
HEDOBIZT B 5 VIIFMOAEDRETHLDT, 7/ A
DNA (21 FECH #{= 7Ol N 7~ M3t s h
s, EHAE CIBR AR C X 256058 5.
F/MDSIZX ) BRMEICAELZCEPO#HE L H
5% INLOFEBTIINET 2 FHRESLHEI N
E, JEHLEBCEIR D BT 5.

3) BERLVT 4 VI

PCT OERIHEBE LTREL 7 1) VIEND B (£
8, CQ8). BARNT 1) VIEDEEHRAEIRIE PCT 12815
B, RNV T ) AMROEIEA SRR, S LLIED
T EAORTHB™ . MHHENT, A ERFHR
THDHH, HETHO Y TOY Y=y 7#HIETE
OHEDLH BT, N E L Thk A RO SEH 23S
ENTVEY, HIEA Y F = THENTDH 2R O
HHML T 5.

<AMRILT 1 E>
1) R o
MACBmEELVT7 409 VREQENZKH O 70—
Fr— FERT™. SRR S BVERN T 4 ) VIEDEE
bNBBEHETAZ ) —= v FERDBHEETH UL, IF
BOEINIIEBEFRORN T 4 ) MROWEDLH T
HoH. TIVLT) YRBKEERRIEER V7 40) ¥
$E (ADP) 3o 2RV 7 49 VIEE R ) K
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x8

RINILT « U VEDRR

1)

2)

HHVRIRE

PUVA, V=203,
B3]

DFIENE ((YFZJ, AZFZJ), NSAID (¥r07xro, yhJOJIY, F70FEY, IJ)IL=H)L, OT7T3IFD),
TAZERE (P=450Y), FIRE (ML R, 703 R), ROMEETE (XML Y), @S 7070892y, F
NSOy, FUIORE, B—3045L), MEER GRUIFV—)L), EIHE (S 00RUY), BILT7E (§TV2),
EYZVE (BURFYY), GREAER (VSLY)

RESEOE SR

3) ZTfts
BEHEEARe, RSN, 7007«)b, E—)VBER, JAH30-—3

=9 WILT«UVERE (AT0ORILT « Y VEREE)

1) FERERBEREE
EEMFOYVImiE, Dubin-Johnson fEMREf, Rotor fEREE
2) FHiEEEE

3) MEREER
BRZMEN BUEAND, ADMEm, REUV/E amE
4) HIHRR

5) {LFMERE

7Z)IL3—)L, NUsZoOTFLUY

REMEyE, BB D OME, ZILO—IVMRTES, SR, 1BIHARR. BFRZE, REMETEFEZ, s

WERRIS, FURIRBGEETUEE, EYXY Be RZE, EYXY Be RZME, TA V7V URZIE

i, X KR N\OTMEEBREEY (PCB, J1A4+220%), PUIERBSELEY. J1/)ULES—)L, AILIREBEY, £,

8 BB RS 2021 0 124-130. 2 SEIT/EK

7+ =5 (PBG) OLAD R ETERN
T, BHEBRERLVT 4 Vi (AIP) Z#E Mo
RNT 4 ) AMROPEMEIINZ RO RN 2 LA S ERIT
&%. HCP 3#firfoa7u RV 7419~ (CP) III
BEHELL AL, 7a b Ru7 1) »oduitsin % iz
DI &6 VP LEHITE S, #fic7o bR
V74 Y OPEDRD bz 51X VP L BT
5. L»LBE, ENTREER—ZADEMEHKRLT 4
) ARIEDSARUEETH B 7280, SR OB I3l
RN L 2 5.
2) ZUWRMWARNVT 4 ) VIREE (I TaERNVT 4 Y Y IRAE)
SWRIVT 4 ) VREOBRIZ, BV T 4 ) CEERK
D ALA R PBG T& <, RANVT 4 ) YREHWTA
) == LGB ERBICOR N T LN D B.
RS, HLMOBEE, W, H5VFWHEO
BEFE T, B 74) VIEEIZEBRICKL T 1)
24K, HEIZ CPI B X O TIL O R kR 25, BREED &
SIS 25 80H 505 THEHY. b
I - HEl 7 &R FOTRFEO RN T 4 ) ARHR
WEFZBD, TRV T 4) VIRE (37a RV
740 VRIE) ELTHBEENS (£9, CQY). <
DOPDOFREREETIZ, RV 7 1) AR IHEEM:
MWAT %729, CP ORBHEIE RIS 2. 7

VI — )bk PA50 FFERIEANL, WE, KVv74) ¥
K (FI2CP) 2 ICHR T 2T =4 T~
AR=F—%METLIET, BV71Y EOIHE
PEilt % A X SR O PRl % B S A 5 10
TRV T 4 ) VIRSEWE, R ALA, PBG 2SIE
FHHEDLT e EHICE T > T0WAH I L& HERT S
LT, BWERNVT 4 ) EEENDTRETH L5,
Ha & BEMEF T vV IE TR, ALA QR BHERE O
Bime, 2RV T7 20 VIEEEMLEREZRET S
7o OEEALEETH 5.
3) &g

R 2803, ADPTXRIETZ7 3/ L 7Y YVIRIFK
fg% (ALAD) otfezHET 2. 20729, ADP
& IR AAL AT TR O ALA ASHART R %
AL, PBG OMEIZIEF#PZ R, JERIE, HoEH D
b T KA, BEIE, PR, RN, fERS, B,
ZIUTHE) RO LUONREREH LR EZEL LD, &
PRV T 4) VREERRD, MBHKREIC L S TETO
FAMRIERDIFIITH B, BRIV T 4 ) VIEL
I OSRIREZJET S & TEANSTIETH 5.
4) @izt o > vIdE

BEFo v viER, 7<) V7 & MEERE F
7 —%¥ (FAH) B2 FOZRERIZE 270y V84t
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FEE ke & SO KRB TH 5. FAH
FEREICRFAD B 5 1, ALAD % FE$ 2 I
TIIUNTE BB L Y7 Y=V 7 b R
BT 29, B LERAE T, Kb o ALA fids -
ALTW525 PBGRIEHTHS. HRMIZIE, E=
PEFu ¥ Ve EFLUR I F 72 3R Ic N S A8, &
PRV 7 4 ) ViE (AHP) (X EHEBIRNICRET 5
ZEED oI,

14. &% - Fh
<HERILT 1 UEE>
1) %

BRI T 4 ) VREDBERIERD 1ZIF 4 TAOGHLH
BUER L, SEHIRE A 2 T AU FHEIRIE A U,
ZD720, WTHNOFEIZ BT D MRS AT TR
EROREGE 2D, RV 740 MROWIEED ¥ —
713405 nm AHEICH Y, RERMOTHEH D 580~
630 nm ISR Z o R TIRWE =27 03B 5. ZOfE
MEEZECHEIBTIAZERL, FHEANT
T2 ATOGEICOEEFNL I L 2RE L%
179 DD 5B, FHEEIZOIE D5 IE TR 8GR 5
DB 5 LKH R ETYWHNE AT . 2, R
Vo= CHI B E TR B LA (R
LHLSR R WAL #k 7 EHRIMRBELA 2 GO > A7 ) —
VHEIZRE) THhIWIEHTH L (CQ5). F/2, EHNOD
ANTIEHT MR Z AT ) 5. BT o
ST & o TR E O BAG R W i 4805 % A2 U 725ty
ENTBNSO SEPSKRVT 4 ) MROET L
WEEZBRET L 74 V5 — O %2 BT 5 LEH
»5 (CQ7). HEYHLEIRT O A8 L 72 EHREBEEICD
FELRFNERLRW. —HT, LBtk
FRFEFM 70 MEV 7 1) ViE (EPP) BEHDH 50%
TEY IV DREIEE ST DFEDH L™,
EMMICErR Yy I o DEEZME LY, LEIZT
BTN RA Y MR EHFLETHAT LI ENLENS
(CQ10). F7z, EPP TIXAIGMEER T2 XD
b, FEAHEHAE U hardening F5: OGRS 5 it
HHR) 2FECELBREONRBEREL LA Lw
EDEZH DY, HRHEOGHBEICEINEOD S
SEBITIEEZ R ORIA D 51717,

SO FEHGBBAE RIS U CILHE 1R BB A
TuA FAHSELZ, O AW L CTIIPuEIERE %
ETHHREAT) . B OB EERICH LT aRh %
SAED R L, W NSZAEL SRRV E )T

%D B UL H D, LTI T L iR & TRl
DNTIHRRB.
2) BIRMOEH - T

- RFEME T T MRV T 4 ) ViE (EPP)

EPP Tld 2 F THNICMAN—F HaF ¥ NIk
PERTHDELTHWLNTEZB™, ZiigR—
Y haT yHREEICRAE L, KRS EHEZICHET 5
BEBOTILEMMFLADOTHS. L LAKT
ER=F A a7 IIHRETIER L, BREnmE L
TROLNT VB 72OHEBHWTHIRYT 5 2 &i3E)D
LN (CQ6). F72, PHTIEDHEB I ATFTI VN
R™, ORI AFY L ET 7 ya—ANIREEH™
HIZ R BE R AR RERE = 0 L CAR E 0B b H B
(CQY). B, YAFVVFELRIAFIVES Y
T — Z NG PRBEAAME 07280, €D RIITRE
PLETH 5.

HREOEIMZ A& Ui aGHTh 505
HOP5 13 EPP OFEREZ BALSE L 2L 0D D720
HEICHETT 5 LB DS (CQI). MEEEZLRI L7z
Yitd, 70 F ) F U BARRFIER E LTy VY
TAF T I VBAIRTHITbIS (CQY). HAZIC
o G ERIBHIT DN ENAFEFA L Z Tw5
B, B S OME T a N RV T 1) ORI
g A7z, BRI NAFBICIEIWIhTa s R
T4 ) YABERT L. Lo T, HBRICH] &
WAL Z T OB E SNTw5,

AIBTRIEKRTH 5705, BKTIEAT ) avF v
1 ZHMMEBECTH LT 77 A5 ) F FHEHRIELE L
THRBENTWDL™, 777 X5 ) F FIIETA V7
7 MEHITH L. MFELEFHEIGEIN, 2T
= VBB DI RR RAE B & OHAEIL 2 #0152 %D s
EINTWAES, RIFCTIE T GBI A S 2 2
F 2 1 ZBERMEEEONIRETH 5 MT-7117 (— iz
%+ dersimelagon) DOFFEAHEDH SNTEBH™, EPP
BLOXHEPEERLV 7 1) VE (XLP) Z#ISiE & L
TERRILR S 3 MERRAER DT DTV 5.

EPP BX O XLPIZBWTIREMERLV 7 4 ) VIET
DFANEFFERA) (K 3) Z#IT 2 LEIET RN,

- WpREEEE ARV 7 4 ) VHE (PCT)

B & FREIZ, 7 A VAR, TV I — VERR
A 7% & PCT OBE - FREFMERTE 29613,
TELMY ENSEZRETILENDH L. T/, PCT
TIREIMBEIEGRTH D ™ (CQ3), FFICHBERIRGE
DBEHETIIAERNE SN 5. 2~3H1Z 11, 300~500 mL
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DM ZITV, NEZ T YV 10~11 g/dL, MLiE#k 50~
60 ug/dL, JRyaFRv7 4 1) ¥ H50~100 ug/day,
MiE~7 =) F ¥ % 15~20 ng/mL I2F % F TREkRE
FTHON—WHTH D, RV7 4 ARDIEFHIZH
EY 5 F TIEMBEER TRAEDP S 1AL S
72, FhE TIEEE kT 5.

F 72, PCT BE DO 60% 1X CRIF 47 4 v 2 (HCV)
BIAEPEL TV 2 L ST W BV, CRIIF 5169
122014 4EIC A v & — 7 =0 v B 2 O R OB
FBET A IV A HGERARBIDGE S 1, BIfE TldFefe
M7z 4V ZAHIEASTT BEIZ 22 o TW B, HCV DR
I2& D) PCT OB AR S N7HER S i ShTw
581 - Combalia SIZEIL 7 & O EFIIPUEOEE)
HPCT A3 % HCV EGEH 16 N2 o7 A v
AFBH AT, HCOV IZHIE & S JRPAR V7 1) Tk
DIEFALL R OUED O N2 L MG L T o™,

WOk T PCT I L TR Fuof v roaF
Y (1H100 mg #:# 2 M) REHAEZoex>r (1H
125 mg %3 2 []) AMER S5, 25
WAV 7 1) ARORTHREZ S5 2 LT, I
B2 S BB 2RIV T7 4 ) YRR BETHEHAND 5.
B LR FE OB D 72 O M AYHE L VES]TlE L
BINE 2D, SRFL— AR XF T O ODER)
LB shTws, AizE-TWBHETD, #
P13 PCT 2 BAL S 2 W HEVED D 5 O CTHEE %
W5,

PCT &4 90% O HEF THIIGHHR IS T 525, T
FEOUHENED B2V, 7V 3 — VAR B 0 {5 13 7
BD) A THHY. T2, T bur rEAONRMHIZ
PCT ®FHRTHAHHS, TR b v kIVE TR
P YE1%, PCT OREMIH SNk, #ETA
ha sy BATHIEEEICHEG TER LIRS,
FRORWF L B0 720, ROy aRLV7 4
) ¥ (UP) fEZ @WIMIcllES % LA S NG,
S ERMERFERMEARL 7 4 ) V% (CEP)

CEP Tix X 0 )8 & IR SLHBI O UK s E %2 &
. eSS ORED 72D\ hME % T 5 X 9 1R
L, Rom e e Hfi 2o & O] Wi 70 57§ s 120 L
T, SRR SLEIC R 26805 5. BTUERD
TR LT, SHIREZE R S TG T TR AR
EWTT o 7T AREMNT B, MRS, K,
B 98 % A U 7= 35 B 3 BUAE A & AR 0 3k E C e
T5. MWIRBOBEE T, AREEE»SHRET S
72RO BIEFMSLEII R 2560 H 5. %

3, Badminton M 5?1% CEP ®J6HEMBEIRIZ N —
yhuaryeHNkL, 260X TH> 72013 26D
AT, 6 FITIIERO /DL Sz LG LTW 5.

WIMPEEIN & 2 AU PE ) #E M TTHE ISR LTl s
R TH Y, BT 1) Y EAOWHIRIRESD % 25,
— I CREIBIC D 255 3 8AM S E 2 5. 8k
BREIFREZS, & 70— VIEmRE, ORREREEIC o2
MHUREEA D B, F7z, BREIMN @I CIENES
OV VR 2 — PR 72 O (B O BEEE % B R34
BEMRITL 5. ThUd, PUEBERETHERE I X 2 ¥ i
F 7B LI X 2 RO RBIDEETH 5 &
WIS TWD'Y, PFG I % P 5 REF) O EHE i &
BIMOYEZ—EDRRAD D %A%, CEP DIMLEFNE
BERER A 7 4 U U REATR LRI 2 i 30
TELRWVWEENE",

CEP TIXBHEBICBITAIMIE L ¥ I~ D 0B,
HEDLZARHTH L5, FORIKER 7012
HEHEWEITMATE Y 2 ¥ D ofifs s h, 5
RIEOEEZETIIE A7 4 A7 32— MUK OP5-03%
BENr4ELH5Y.

ME—DOBGA 2R IGHIT TR CTH D, T RERALK
DBl ClOtRBHRPL AMOYE L H SN L. HRERAE
BRI E O FE BN L Chifr S, I
T2 BILL EDFER G SN THE Y, 20 4EHR UL
BRAEAAL T BEMDRESIN T, Ll
RN O HEE DR R 18 TR A4, IRILE
WX BETH D i S hTns™.

CEP Z &tb i 2 BHITH A RFIE S A S N6
(&, OGHGEE A R 3 REEE DS B B 72 R L & AT
DI RAFIIE B Z T, 72, CEP LMD S
A F 72 I 0 A R DA BRI b W Rk TP
EFLETH L. THEHERPEIEZ O N 7
Y hEGIEHOTO R o728 LTHTEHNTORE
RVT 4 =7 ORBERITICED, —RIIOK
ZVEDSTCHET BV REED D B 72D TH 5%

- X HSPERV 7 1) VHE (XLP)

XLP ®iG# (X EPP OGR#ICHET 5. EPP Tl #k#f
FAIEROEAL 2 5| ZkE 2 31 REMED D 5 25, XLP D
Wa, BT T bRV T 1) VIRERRT SE
RELHET 2Y(CQY). TH4RENVIEL UTHET
Ak, 7xus5%—¥ (FECH) I2&%7a bR
TAN YDONLINOEWRIPRESINL D EZ bR
T 51718,

CBFEARIEERMEAR OV 7 4 ) Ve (HEP)
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HEP (321 0 & B 2 GHGE BOEIR & £ T 9 % it
T ) EEOREHG TR EE R EoRndsEme:
0, RIEEIRE ETOREER & BEIC#IT 5. PCT
TR ED LN LEIMP 7 0 nF id, ARBTIR
PBF D RN OBFE R TH LY. LarL, zun
F UG DHRN T D o 7GR ML C R RAER B OVE
b7 — s BYF Lo L I ERIRE D H 2. F 72,
BAMmPL AT b K O PCT THR L E 2
ENTWVLHT-RHES b2 14 P450 (CYP) % ifiE
T LA EMT L EDUETH L™,

<SBMRILT 4 UVEE>

BRIV T 4 VR ARRIDEIET B 0%, BESE
RIS 2108, B X UOREREOTHIIZOW T
WTH5E. L72do7T, RUMHNIHITH T &k (bR
%, BEFIEIRICH 3 20 MU EE RV 7 4 ) ¥ FEDIH
I,

==

1) #F K nlskk

WA - REOETHLRREN TS X ) ARV
74 ) VHEFAEIIZERIER & L B IR E S hb
BRMERF VRS 5. FIERDOBMFRIERIIIOWV
THREMETH Y, FIERFISHERD TR, R LTwh
X, FTHENERETLILHPUETH L. FRIEE
SIRT T2 5 TE Y »202 hC g EHNT 2N
FAEFIEDFR L L TIHHICEETH 2™ (CQY). &
PEFVEBHRED 72O ENTLE ) WSS D,
ZOBNIEFEER S HICEAL I B 720 T bR
LETH L. # 1,000 DFEANZARIV T 1) Y EEVETE
VE2 BRI HEBMErH 5 & SNTWDE™, fafie 3
NTVBLARERHEEANIIEK IR LTV L AL D %
A ZOMIZDERDER DD 5720,

The Drug Database (http://www.drugs-porphyria.
org)

APF Drug Database (https://porphyriafoundation.
org/drugdatabase/) /?Drugs/)

Drugs in Porphyria - Welsh Medicines Advice Service
(https://www.wmic.wales.nhs.uk/specialist-services/
drugs-in-porphyria/)

Porphyria Drug List (http://porphyriadrugs.com)
% EEFRNOREMEIIONVTHREKRTE S Web site 5
WIZEAY A PRSI S & R,

2) BMEFEME (NLTEHR)
FERRIRIAN I GBS R O A EEZ RS

N5 (CQI2). TEFYRAELTAI YOEMEE L
FES % KB 2 — T G MAEE 2L RERIE 2 <, /BB
AR & BISFZE IS > TV DD, b A
BEEZOLNTWSL ™M N3 VEANE, KB
W 72 ETHW STV b heme arginate (7% :
J—FH 7)), KETHW SN TV S hematin @ 2 fifi
B2 5, G5 ENEAI VIFHICHY AT, WK
BLTVBEANL - = HiFTeshb I LIk, #
HEBERE R >TWVWBEET I/ LT VBAKEE
(ALAS1) IZAHTT 47+ 74 =K 7%, K
VT 4 0) VHTERAR O A A B S 000, 3 505
3~4 mg/kg/day (P#BE#EA @ 3 mg/kg/day, 4 HH,
1 H# %K 250 mg) % miidiiEd 5. AR 70~
80% L INTHB ™™, BIERGEH S TE 57207
B OBEGERL )AL ShTWEY, 5O
e UClRg, M RPME SR Tw R, F
72, B HRENL L b EERRFSRELZEDBDHY
HEREPLETH H™.

3) 7R pER -

7 N BERAAT X ALAST Z#30HI L, RV 7 1) VHi
Bk %2 A S ¢ BMERECHERTH 57, 172
ALASI #IHIERNZE9 720, 7 R o B B cib
P HE 2 B A B S ISR S L Y. i SRiE DL E D 58
VEGHIZIEAN I YRFIDPLETH Y, 7 FIHIA I
VEAEHHL TS T A LIS T Ry g
300~500 g/ H OGN E L STV EHY, Kl
5O CIEWNEETH Y, FOEIRE S DA o bT
EREZR Y L ROBG- 2179 2 LIk 5. FRICHK
H55 2Kk ELEL b0, BRERE R ENED
R WERICHY) R BB TH 500,

4) v AFY L

VATV ECYPs BHEEH 2 Y, CYPs FLHE
AZALTALASL 2§26 L EZ b Tn5Y. ¥
AF D v ORMWFNENO AN IE RS, B
B THE SN TVIOATH Y, WirTLEF
YRRV VATV G REETAMET 0720,
ZORIIZHEPLETDH 5.

5) xRk

AMEISIEREICIE, HVIERE, oMok, A,
BIE, IR, K- bV 7 AMUE % & OB,
R E, EREE, TORA L SR 2R
KL%, NIV, TR EAREERKRAND
HHCED, ShHOMEIRDIRAICHET 525, Th
ENOFEIRIZHT T U NEETH 5.
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- [

— AR OB I IR I, RAL AL
PLETHLD., BEOBEMICEE > T ELEICET
7377z, NSAIDs TOR#E DS WRE/ZAS, M
AR NIGE I E A PO LEIZ 2 2556
NEW, BN R, TTVLINVT LY, Ty FT=)
GEPREMHTELEHTH D, Mk, ~I &
HAT XY 2RSS E TSR D WHE T 5720,
JEFELZ S B RRERRE 72 T {, MR LAY &
EWEETHLH. ZAARFI Y (TRAANY), RUF
VY AMEALTE RS R
- WA, e

E AR, MRS IE & & D ISR X 25EIRTH 5.
TarayRI Yy, Fry e Oy EPREI
HHATELEATHL. HEHAZIN TS A M1
TIINRERET AT L BELTHT—F DN
TELTBY, MFLIEFEE L.

- I

EILEE, SPERERRIC DD 525, RIIMWIZH I
Bz en% <, BRI (CKD) &HHET 2
7o) Y b= VR TH L. IHHEITEE O
EIUEOGER LR TH YD, 272D % < OFERIEE
IZREHWRETH 5.

— I ] g 7 B S —

7ruIYV¥y, Z—7x2VEY, ZEIEY, NILHY
Wy v, TIVIVIY Y, a vy s, AIVXRYILF
VATV EY Y, T/ u—), ey Tuu—),
HNRIB—), SXRXFT—), XA bh7Foa—)i, ¥
yra—), yurs/ua—ji, vyu—), 537
Vv, RYY 7Y, V¥ 7 FI))N, =FF 7Y,
ATNTIN, RFHITr, T3V, FIVY
v, 7at3IF
- ARR PR

MHREREEIEERL 7 0) VREO EELRHETH
b. AR EIEAT L L, Hrb LUN, Wl
ISR E ST, TWHRE, WIRFREICELS A
H5. KRR EOR S HERBHIIANI VE2H
W BEREDOBY 2GR TH Y, ~NI VIT K ) KM
R EOWENHRE SN TVEY, 5%, FKVF
CHRECI ) ENBERRE WA SIS I ETER
X, KRR EO P RUESIIR I NS, R
BV, iR & L COEMIRA T 25605
0, IR T AN LETH L. MEEHICH LT
EHNXRF 2 TUHNY YHRHwHENE™,

v

FERED BRI T ORAREPAEL L2 E D
HDH. TONAOIHFNILEF OEFE FEEY 78
LAEMHT L PMTAPAEL LTEILRF TS A,
FaHIF, FEMNIFY, INXRVFUPHLR
B, L ERTWA I MNATEEY Y, 722
MY, 7270088 —VERFAHL TR S %W,
W AERICH L CEREFZITIHEIE TR
Tr—N, IFVILERMEHTA.

- R K

SRV T 4 ) SHEOHFTHIAEI TRV T 4 Y
YHE (HCP), ZHMEFEIL 7 1) V4 (VP) 13§ IE
RELTEEBBZRDLZ DD D, BB
LClE, FEARNIZIEL LT 5. @FEOY > A7
)= VHITEART SR ENE L, ML, i
AL T & B ORADHEIE S L, WBRY Z KIS
X ENDPIROARTH B, T, BBTHLERY
7 ¥ DERIERNDOFHRRIIBGEE S T e,
TBh
SVEFEVEITR T B A & AR, 351K o el 1 2k
BEOFHICHEETH L. FHRELEIC T 7240
BATV, ETE2RTIEIROLNE, ZHERIVE
VEFNIBVERIEOFBN & 7 B 72O B R E
ThY, ARRIECRMEREIRET 2561213,
PR v E VRV E > (GnRH) BHIZ X B H
By ba— VS BELETH B,

1) ~NaFki S

NI B R BVESAEISRE T B D 72 O I S 5 5
ENH L. BHFEIEE TR W1, 2812
1A BF 2 P59 2 HEECHAMEAURIZ ST
BY, FEREDZSL <, ABHNTE & 256 T L 7
TiETH 5. RYIHMGET 5 E#IREICE D, M5
T 7w AW o 72 ) SBEIDA L) T 5 kR
Pesd %%, £ 7z, 2 oG FEIIIRBOERIMER O 72
DEE WAL TH 5.
2) ¥RV

FHRYF ¥ (Givosiran) X, RNA T#Hz2HHL T
JiFhi& T ALAS] ® mRNA % SR IZEIWE, 53 2 2
XD ALASYI B2 HHIL, RV 7 1)
WHEWTHD ST I/ LT B (ALA), RV 7+
vy =47 (PBG) 2ETFSE¢5. ZhILY, &
PER IV 7 1) Y HEDFAEFIE 2 W3 %" (CQ13).
FRY 7 o8 IMEERILEFHHER (ENVI-
SION) Tif, —EHEBMMICBWTEFRYF7  13 77
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LRICH L TRUREOHEZ A RIS S
7z, FAEFIEDRINIC % )R ALA, B LU PBG %
ARIRT S 72 BSHHP, A3 ok
HH¥DERAIT S 77 R L THEIZRD &
72%2_ ENVISION #ERIZBWTIE 6 7 Ao w5
WIRICkEE, 30 7 H B O IFE Bokie e 5- 01 A5 &
NTBY, ¥RV UBIZOWTIE - EERIM & R
BICEMTAE, ~I VBRSSP LTBY, 7
TYRPOLFRY T AIRIT L7227 B A F —N—T
DXRY T PGB S FEN A L,
NI VB E D FRY T UL FSISRD L.
JRATALA, PBG LNV FKRY T UL FSICMT
LTw7z?,

Z @ ENVISION SEROKERIZ L), ARIBTDH 2021
EPSHEGREL o TWh. BAEDHRBEOH T,
SURETFHICEROAENLEEZONS. 51T,
25 mg/kg, H 1 RIE TR 2#ET 5.

LAV DWW TIE, ENVISION 7R85 T 5 R 5
&, MRS, BRI, FFRERERE S, EREREREE G S
NTHEY, HCBOHEIZ RN, BN RZaC
OWTHERINTE ST, EHEREE", BREY R
T A VIFE" SR ST W5,

3) HrlE A

IR, HEASHITEC & 2 ME— DR R G
Th 5™ SO EE L BE B HAT S -
Tk, ALA, PBGIXIEHAILL, AWRMEsHLL
72, 3 BOAMEERYER L7 4 V) ViE (AIP) BFIC
TFRRAT T b2 T, # 16 SEH o BIZ I
9fl (24%) DBENFIL LI2AS, 1EB L U5 EAL
FIFENZTN 2%, 82% TH Y, MoOMRBERE T

16. JUZAIIIZAFar (CQ)

EREHH % 22V 72 & DI T H FSF QAR 2R L
TWwz, F72, REAREREIC X 2RO UEE b o
72 =T, HERME D FF— oA, mRET
APESR IR D, IR BN IRIARAE DFEEATHHR TH 5
% EOHIRA D 2 7207, HNZEPEFIEZ# ) KT
HELZBBETLPTDOR TR RN,

15. #&58

RVT 4 VIERRNVT 1) VREFROBEREE T
HHET LRI TH L. EHRVT 4 ) VETIE
BRI V2GR 52 0 72 SIS 1) 33 G ARE IR,
BRI T 4 ) VRETIRFMEEI RS AER B L O
HILZTHERZ 23 2 OWHHTH L. V74 VI
B —RA 27 ) —= 7L LT, MERREH
72 BRAARI E 2 ATV, TR RLES I Tl B R I M A % K
ELCHEINE. RV T4) VEROFE IZRERES
HLTIEH 2 D00, #YISHEB L OYERE#HE 217
) ZEDFHROUEDZDIZOEETH L. HlAIE,
T RVARFERMER LV 7 4 1) V9E (CEP) 2BV Tk
FREFENC & o THaom & L H i 20 & AT iy B2 i
£ ORFHMETE IRV T 1) ViE (EPP) BXU
X MRV 7 1) VE (XLP) 2B TI3GE ik
FEIRZZF TR FEELZPHIL Y 5. £/, 2RV
74 VIEOBVREIEGE G LTRSS,
RAGHE CTLIRBEN) 2 PFERE E, AN T 20 R R oD 5
JECD R BWRENEDNDH 5720, WIORLVT 1Y)
SHEICBWTH @Y 2705k & B WP EETH 5.
LISRE L72RV T ) VHEGZETA K54 Y5 HH
THROPHIBNTRED T L 2R 5.

RKTAFSA BT AZV ANV T AFa >y (CQ) O—EE, ZFIUIxd ST EF 10 1R

CQl. RILT 1 UVES KURBRFDRIE > HEEZERICHERD ?

HERE | T A L)L

HHEHESL

Cl v

A7) ==V 77 AN LT, SWEERSEHRBEEEICOWT, KV 741 VIR
EMTHPOBWIHNSE Z EITEN

BRE RV 7 4 ) VIEOBM TIEAEERNIIR L T 4
VK, BHBVIEZENS ORIEMADERFEH S b
ONFERITH 5. B R GRE Z & O BARIER
POHBRNVT 1) VEPEEDN DY, MR TR
Hpra bRV T4 Vv, FiiEFka Ta RV T ) v

(CP) BXUZ L T7F =%, RMATRD CP, R
TaRNVT ) v (UP), ARV T+E) ) =7
(PBG), R &-73I /L7 Vi (ALA) #MET S
TENEFT LW,

FEREARNT 4 ) VEEIZBWTIE, RliiEkh 7o bR
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#£10 JUZAHIVIIRFIY (CQ) —EBEHEE

ﬁg Clinical question RS
1 IV « U RS KORIFRADEIE SRELESHIICE RN ? Cl
2 EGEPMREIRILD « U EDREEIICERD ? B
3 BMESAIFBRFEMEERILT « JEE (PCT) OBECEMND ? B
4 ggg%g\g NIV« UEE (EPP) OFFEE(IC, I XFIY, IAFIV+SoVO—APIIVYTFFII-)U C1

7

5 X BURIU—VOER) (FEERIVT 4 UEDOFEHICEND ? C1
6 N—=5HOF VOWRIFHRFEETO SRIL T « U (EPP) OFHICERD ? ce
7 BRI - BERE A £ D AR I CMEF DI (E B ? B
8 BREEAND CEFRIL T« U EOSEICEWVWTERN ? B
9 FREFMETOMRILT 4« UE (EPP) OBMICHEIRSIZED ? ce

10 FREERMETORRILT « UE (EPP) B20DEY =Y D RZHE, BHKEICH U TEMEIE Y=Y DIRSIEENH ? C1

11 IRMERFDTO MRIL T 4 U VERRFEETOMRIL T « UE (EPP) [CHEDHEESEEENDLON ? B

12 2RIV T 4 U EOSMRERFFRIICNZ VREIZ RS ITNEN ? B

13 S2MFFERIL T « UE (AHP) [CFRYSVERBSIEN? A

AfTDRDMCIERETD B 1IDKDHETS Cl I EREO—DEUCHERETD C2: THFRMATEVD THELFL

D ThiEVKRDHRET D

V7 41) ¥ L& CP A S iR ERME ROV
TAVVRETHIHRFHRMETT PRV T 0 ) VI
(EPP), X #AMER NV 7 4V VE (XLP), KM
MRV T 4 ) ViE (CEP), FFERFERERILV T 1)
VHE (HEP) 23%tbn s (M2). ARIMERHAL T 4 1)
YARDSBEYE TR CP, UP 25kt o 35 4 13Tk R v
T4 VIHETHLMFEERE ARV T 1) Y (PCT)
b L IZREREIRZ D BT T aRu 7 41) ViE
(HCP), Z#ERIV 7 49 Vi (VP) HEEbh 2

RIEARIVT 40 VREOHRIME RO WTIE, FRifiLEk
m7a ARV T7 40 b LI CPEMEICHED Wz
RHREBLPBIEEZHRE LHEET 200,
B =74 TIIGEANC B 52 20 41 o EPP ki o
L ¥ 2 —28\\WT424 A®EPP B # 4 H Tlkinikd 7
O RRVT 4) Y OBMARD LN LI TW
%% F7z, 457 AOPCT BHEEH TP UP BL
TANVKEFINRLVT A Y O LEAPRBED LTV
%77 La L, BUEHARENOBRRBRAZTCRHLT -
HVEEFTNVRLNT 4 ) VBLXOFEMRERLVT 4~

K2R TE S TR

JRH PBG @ 513 ADP Z B BRIV 7 4 ) VE
W TR CH B0, BRIV T 1) VHEICBWT
ZBVERER ORI R T ALA, PBG, 2 L7 F =V %
WE L, i ALA 7213 PBG 2510 mg/gCr ##8 2
WEEHERL 74 VEEBHITE L™ (K 3). Atk
RNVT 4 ) HEOBWMEE L 72tk SYERRMEFR VY
749 V4 (AIP), HCP, VP OEREIER % Hald %
(K 4). HRBWICBWCTHRMERRL T 4 ) VEOH]
ERYS L% HiRoME ) BUEAARKENTHETE %
MR Z b R ik id e v, JRPRLV 7 1) VMl
WZOWTIEARNVT 1) VREDAORE TS SE 2R
WDl o720 (£ 9), AMAEOIRFREDS L Ol
BEIIEWE SNTWD, ZRWZIRFERLVT 41 ¥
DR TRV T 1) VHED IEHE 2R 5B O &
DI WZ ELEET LY.

WBERLVT 4 ) VEBLUCEMRLV 7 49 ViEWT
MIZBWTD, B ZHEZIIC O W TIRRIEIZ R
R EEF IR TOMEE BT 527,

CQ2. EIEZFIHREINILT « U VEDKREEZRIICERD ?

HRE TV A LX)

HEHESL

B v

ARIVT7 40 VIEOHRTOENZI & L CERFBRAIT A H

BRER C —IRA 7 ) —= v 7 e LT R & FVv 7z
AT 4 VHEIBMAOWEE—EDHHEIEZH S D
D, FEERIERAIEFE R CTRIBRAD LA bz
MolzdbDRETIE, BRVv74) VEMOENE LT

BIEHOREIEMNTH LY., 2EERERVT 1Y
vHE (AIP), #fEfkaraXL 749 Vi (HCP),
SRRV 7 1) VHE (VP) OB IMA O KE 1L
FNENRNVTZ Y ) —F VBT I B#E
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(PBGD) : 981%, a7uaXnN7 41) ) —7 v gibiE#
(CPOX) :969%, 71 FRNVT 41) ) —7r VAL
(PPOX) : 100%™, BZR AN 7 4 1 ¥ DR Bk
Ja rENVT 1) ViE (EPP) (7xur 7% —%¥
(FECH)) TIl3939% & @MWy Htko s & 23E &
NTWBY. L72RNVT 1) VIECBIT BRI 7
Y MIEERLZT TR, w2hDLr Y v
LB KE WEETHFIROKREDRBOONE. D
WA FA L2 b=y ADA TR L, Multiplex
Ligation-dependent Probe Amplification (MLPA) %
® gene dosage analysisZ & % Miad d & FE T &
BB F 72 EPP Oy, WIS 7 v b EXHEAT L
NV O—IERLR (1IVS348C) 2 & ) FECH {IGMEAME T
L, ShPHKRIERZGI SR TOICHEEREZEH %
HoTWB I ENFASNTVD, FFIZHAATIEZO
—IL R 2 HT 2 HEENT2D BINAA 5 11%,

7 79% 5 27%, HAEN;43%), ¥4 VL7 by —2
I VAL VIR 7 ¥ M E e WA IR S
DERIDFRy ARy MIESEZAbLEHTD B
TH D22, —J, FIV741) VIEDBIRFNKRAET
BT ORICEET2LENDH L. DX HN#EER
TN T v MBI S R WEETH TS
DERBIETERVWIETHD. bHVEDE, BRER
MR & SN HRAARBEEDO RV 7 4 1) VHETIE,
HAEIE TSR Y 7 2 bR ST, Zoxt
7 LV o—HEL RN T 2 WIEIE, AR
GERRERE B S W THS 2, 20 L) IZH#ER
FIBRELEEOBWHEE CERARBETH LD,
NUAHZ B MAREN O RFRER L FFRIZBUT 5 HFREE
DB THHERTHS. Larl, BIEFHRE
WIS 5 7-0121%, Ak r L2 8B
v v RO 7 AR LE B

CQ3. WMEEIFEEFEIERIENILT « UVE (PCT) OiaECHEMH ?

HRE | T A LX)

HESESC

B v

WIMEDE PCT IZHRITH Y,

EROBIRLE LTEITOENS.

RS PCT (2§ 2 i8I L, RN oSk &
KO kER/ /R EZ S THIT, Ippen™ ™2 L D)
HDTHALN, D% PCT DHRFEEO—DLLTE
DERMEIHER SN TS, ZO)kE, 2~3H121
I, 300~500 mL DIl % 7y, NEZ B 10~
11 g/dL, IiiF#k 50~60 pg/dL, JRETERLV T 1)
¥ H50~100 ug/day, MijE~7 =V F > % 15~20 ng/
mL ICFE % F TREMGET 5 &) FHES N TH
L. AR, BRERZ S IRPTa RV T 4
V) AMEORER A RS H K D HET 5.

PCT 12t 9 % B 3 0 A4 VE % Mot U 7 e %
(LB (RCT) 374 <, AHMEZ S ITHREIS
WCHRRS L7 E B EREWT 9825 { D028 4. Epstein
5200, PCT BE 20 B2k L T3~85 4 H»iF T
2,500~8,500 mL DiE i % 11>, B THERRA Lotk
FEABDTVD, S 51220 B 18 Bl D THE B
FARAT, 18 Bk 2 B35 L7z L #i5 L7z, Lund-
vall® 1%, PCT B#H 44 #i2xf L T 12 400~500 mL
OFEMZRFTARLVT ) &N H I mg T2
ZFNLTFICR 5 FCEML, KM ORI 25H
RLeHMELE ZoBoBBHZICLY IH
(20%) \ZERRMAT ORI 2 80 T b, Singal 5%
1, 25610 PCT B ITHK L CE gtk % g+ o R

VT 4) Y EA09 ng/dL, FEERERDTEET S E T
1TV, ZOH%ORBEILETTH (29%) 2SERBA 1
DHFEERD TN L.

ARITIE, PCT BEITH L CEIMPEICET 555
DIERI 2 B L 723t 137 <, ERS 2580L S b
DATHAH. ZiHiS™L, 52 PO PCT BEHIZE
ML Z A, 12\ L 2 EHFE T 100 % 7213 200 mL
O % 16 W], #2160 mL 17 - 72458, KRR
74 YHRDIE RN e o 72 &S L7 B 5B,
55 AR I\ IMFE 2TV, RAPELVT7 49 D
FELWPERED TN L. BARL™I, 57 B MEEE
BIRE 2 AT, MR QR TR 7 1Y
UEAY 1,390 ug/day 7> HIEMLENG 1 4 H#12 158 ug/
day &3 LWKTF 25380 H 728, BRARIEIR ST e L
ok & e L. Il S*3, 53 B A
K TAER, 4~8 3B X121 1 250~300 mL D&
M &F 11 11, #3000 mL OEIMFEDEZ TV, B
R EHAIRZ EOHRIEIR, SFINMoERELE, K
e EORMIEROWE R AN EHREL TV 5.
WML 6 7 ARy RV 7 4 ¥, 270
K7 4 v OPREEIZEEMBNICZ Y, ToHkbHE
FLTWAERRTWS, WES™E, 66mBHEES
(2400 mL »iE iz 2 HENC 11, 16 MIAT - 7245 R,
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CEAMOOMFLAE»LEL, EL7 ) F 008
351 ng/dL 5 705 ng/dL 12T L, WFigfekEEsd o
#L7- &  L7z. Salameh 5™1%, EIM#E L% O
I L TA ST 247> T b, 3 DDOIERIERENF
78, REBIEUEET 88 B & Midd L, 1~6 4 o Big I
HZ 18 B (205%) ICFFEARED bz L #iE L Tw
5.

EIMFEOMEN L LT, £ oMEFEIBRRT»
X912, E=F )V IDEMESEDH L. S HITRK
T, BIEEE OB, [E%LmE, SsEs

MFEF 72034 ¥ 7 — 7 = 1 > R JFNE e B o
B 5 CHRMEBVEEGR LT o 72852 Y, 250 4
WEEINLZE| EEDLNTED, PCTIHLT
WML AT W, IRBEHANS 4T 5.
Vb, PCT I\ LT MBI A H 2L D 1D
ThHhbHI LI L TwBEEZLNS. =B, PCT
DIIERFRTAHNTELLT, =¥ /=), TA+H
v, A, CHRIFg Y A VA (HCV) ZREPHAISI
THEY, TNLHOF RIS 2@ BRI ELES
b5EEZLNS.

CQ4. FHFIRXMETOMRILT 4« UVIE (EPP) ORFEEIC, YXFIY, IAFIV+57VYO0—-APY

VY FFFD I—VERIEEZD ?

HIRF | LT A LN

HEZESC

VRAFTVY, VAFTV U+ TV —AR TN TAF A= VBRITT NS AR

C1 \%
ZENDHY, EPPHHOBRBEOVEDL LTEIFLI LN TES.
i Fujimori 5" DIEBIR DI 2 DA TH 5. Z O
IXFIVAR, BESVICYAFIVESIYO-R I2X B &, 21B o EPP 3% T 18 i D W 5 i
MERHFADEECDONT FElE E HRRERSE DD 0, IFRRMBIE &2 B F L Tz

LAY IVH2 LTy R THL I AF IV
&, o873/ L7 VBBAKES# (ALAS) Off
2R 00, BPNIBPERRERLV 7 1Y
VHE (AIP) BE~ND Y A F T~ 800 mg/ HWIRO A
PSR E N 72®. Tamamoto 5™ & 1) EPP &
ANDYAF Y v OFGAIRMERF 7T MRV T 1) v
wA TS LoWENDH Y, ENLFE, EPP IR
TBYAF Y OEMECE U CREGIHGS 230 i R
SN, Tub™ik, 18EAIGD EPP AT X F Y
YWk % @ 3ED BEET 23612 L P e ANRS T4
TUIHGET L, Wt b SRR BOEIR 7 & OV B R s,
RIERP 70 MRV T 4 V&, B X OO %E
WD Sz & i L7z, Heerfordt 5%71%, EPP &
H1BNIH L THEFLEN LA LLAETY AF
Y% 1H800mg %7213 1,600 mg Nk LT, TDA
APk & Btk R MET L7z, 18 Bl 36113 WA
VER Cila# & Wil L7245, 158 CIEMNik 4 7 H#121E
S TRIMERFR 70 N RV 7 1) Y RISTERERTO 20%
A, 15 Bl 11 BTGB BORE IR AN L 72 & 3R
L MEMREE, HEEOMICEERZEALN
otz —J7, Yasuda 5*iE, v Az HWizE
BRIZE D ¥ AF Y 12 ALAS OifYE % #0320 3
WHENWI EZRLTWAE.

VAFTET Y- 2D RAEEIIO VT,

MDIZT VY TAF T —VEBENRE T R B GE
BT o 2R A T TH o 72720, Y AF Y Uk
7O MRV T 4 ORI EHIRT 5720127 7
V= ANREBEN L7z ZORE, #E, bR
E EEHRERIISGE L. Y AFY Y/ — AR
MRZEBML TS L5 ERICHEN EREITo728
%, MR OMMERE & 71 R RV T 1) Yk DM
FZRWIFBO LN LMEL TS, BB, T2V
O—23E7 Y EZTIMEDHEHREL LTHWOHNRS
A, TOWFIEIRBGICBIET7 vE=TEARORE
EHlT A LICHBEEIND. LIL, Tok
B TG BRI 1 2.
DILYFZAF2 21— )VEERBRDBEEICDNT

TV FEF Y a—- Vg, b METBICEENS
oo 12T, Wit aiREs 21Ef% 3>, EPP
BECBTLIESE, LT VYT
T F 23— VBRNIROH R 2 BET U 723 (w5
LNV THBSH DDA THS. Gross 571, EPPS
B VY FF F Y a— VBNIRZ TV, BERMRAE L
DYEIIRD LN, BRERL EORRAER DU
BIEEARLNLPo/zZ D, YNVYTEHF I a—
VIRIZ X B IFNBTE D o W12k 3 2 1h#1E EPP 2B
VT 2 R ORI IBE B2 D AR T & B W B % s
L7z. Choi 521%, 7V t*+ 7 V¥ V5 EPP <
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BT 4 ) HEBEWIA FI4 VIRERAS

AETFVICHRLTIIVY FFF ¥ a— VORI X
D, MRS X O I E R R 2 A S 5 AT HE
Waid b & &R L7 —J, Abitbol 571, 7 =
T gy —E#EEFRIEPP ¥ A€ TV LT
T TA XY A= VIREG L AN LT OVF VRSO
WRERE L22RER, v 2A07a bRV T 1) VIE
DT L oz b L.

DEXDIRAF TV, VRAFT+T 70 —RAR
TNV FF XY A= VO EPP X T A RHRICOW
THoRBEHRiZewb oo, BEELZEEHOY) 227 )
BEALRWIEDRD, ToTHRWIHEHREED—DL
EZiohb, B, IhboNELIZVWT D EPP
WXt LI RBE A AME I 0 720, 20 IEE &
VETH 5.

CQ5. &Y (BRI U—VDER) IRERNILT « U VEDTFREICHEZD ?

AR | T A LN

HHEHESL

Cl v

WEHMEZEE LY 22 ) —VHITHUEL, BERV T 1) VIEBEIHERT 5
Z EEEROBBIEIRD FIICERTH 5.

BEER - ARV T 4 ) VHE, FROHREFERIE 7 T b AV
749 v¥E (EPP) THRWIZHERT 270 bRV T 1
) E, 405 nm AR ICRIIGEE D ¥ — 7 BT 5.
1990 A AXHIF: in vitro DFERE LT, 20% FRALHiSH &
HHERLEkE M A G D723 OHY UVA FHIsA S
IR F CORMEIC AR & i S, Z o # 2000 47
RIZ% Y in vivo DRERIZBWT 4% LT % > &
5% BRALHE SRR B O~ 2 7 ) — Y H OIS O B )
NOAFMYEDHE S 7z, Bt Tl Teramura 575 23
ANDHAAND EPP 3% % W RICHILF 7 >~ R MALgk
RGHT DA T v TR=AEH VA7) = HlE
LT L 7= R RBAT T b, 78% DA &y Hs
ENTW5BHH,

— AR OFEE L LCTHEH SN TW 3 sun
protection factor (SPF) 13 UVB O EHEBTH 5

280~315 (320) nm DX T BB HIEETH D,
EPP BFHICBIT 28R RIS L v, Z207-01]
PR O W R\ & 2 CHGB BOE 8 109 % EER) R
P AHIEEL LT, SPFZ2WHL#HEBTH %
600 nm ¥ TRISTE B X 9 IZF## L 72 photosensitiv-
ity protection factor (PPF) 2SR ENTw5™ X
LI/ bRV T 4 ) Y ORINER TH % 408 nm O
FATHT 3 A ENR R OFEEE L LT porphyrin  protec-
tion factor HIRE SN TV 5. EPP HH OGHLE M
FERDF B2 BT 408 nm PO P % Bl T &
%, 300~450 nm & #N—F L PPF 2 H T A% A7
V= VHIOBHPERTHLEEZONS. LaL,
HWAEDOY 227 ) — VHITIE PPF O KL IZ— i b
NTwhnizo, CORGPTHDGHE E CHETE
B IR FN MG § B LED D 5.

CQB6. X—%AH0OFVOARIEHFERETO MRILT « UVE (EPP) OFBEICEHD ?

AR T A LN

HEESL

C2 II

LB SN,

EPP IR LCTR=%F huT v ONIFEEOERMEIEH 5 FRERD SN TWEA, K
TIZWIRETIE R L, AR E LTEDONT WD 20, EFRHTHRT S 2

&85 : 1970 4F Mathews-Roth 5™ EPP 3#licY
3V ADRIBMATH L= huFra2EEL, ok
HLBBEIRDSEIR L 72 2 & 2 LTSk, N—% 7
a7~ QWA EPP O G EBEHE RN 3 5 5 R %
Mat L7z % /b b, TOXAH = 0IE, RX=%
HaT ARG L, KBt EEY %=
EFROTIEEHLH. R=FHhuTr ol ARREIZ
HEIC & 5T 15~300 mg, G MEIZ2 2 A»5 4%
AVUEEIEAKRE L, SHICHEMTH -7z ) il

TIEZ DHE LD 36% 205 100% & WEIE .
N—=%hus i A EEALEEGERIE, ~N—
yhuT UDEEICILET S BRI RY, WS
RWFTER DA 22 FHRALDSHEE & v ) DD 5.
Corbett &' AT - 7= AR LA CTIX, 11 AD
EPPEZICH L T4 HM~RX—% a7 % %H
100 mg IR L7236 & 79 R o<, BEIHE
L 72 bR B BE RIS I A SN h o 72 L i L7z,
SHIREEZ & F e WIFZE 8 1 2 4555 5 &, 231 41
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BIVT 4 VIEBWENA KT 4~ 2025

DEPPEH D B, 85% O BH I EHMEEMEDIKT 2
L, 15% 3 EEm D Z iz L AL Rw, F72
A v et L2, WHRICE b A i L2
FIEAR DN o725, 2 0OWF5S20 ik, BT
OFRMERF 7T PRV T 4 ) Y EEFEL, X=FF
07 Y NIRIC & B ZLIERO e o 7z,
KRITIE, R—% H a7 VAN 1051238
OLEMBMPE LTHRESN TS, ZOFFE LR
BIREIIFDLNTHRWY, 7Y A e LT—
B OND DI 185EH72) 1.83~15mg TH D
1 H1SE0EIA IR SR Tw5b, NBIFENEER
BErO0 A k2 &, WNRMEEEEE L0k
Ef kB2 RESE, HElN—y hoTF s oBFE LR
IR (UL) 7200 Bl % R ET 512150 %

t O ARBIC L DR T = BAFTE TR
WERERTTTCWS, EETIE, EYIvBLIUOI A
TV T B EEEMRERR LV H T ) A v M5
O [ZEER] L TIH%2) 7mg DS HERI T
W5, A VEEEOE~ OKERE (KLY, +—2A

)T BIT, A4 ZADKEWE) 1, & TOMIE?
S5O1HY%72YHEK10mg T TOR—% HuF EIL
B RETH S EHmTTnb.

EPP Ot LTR—% a5 v &#HNikT 254,
AT 60~180 mg/H DWIRALE L B A, AH
TAFTELREHYPEME L TOXR=FHTT VD
BRI K IE R V720, EPP OJeHLBBFBi % H i
EL7zR=%FHuas r ONRITHERS L.

CQ7. Fi - BIEZ M S SHFIF s CHIZF DB /RID ?

HRE | T A LX)

HESESC

B \%

PR THEA ST L RIFMIIRMERZLT, JeePtes % ST DL O Pk % %8
A7z, B - B E D SR TR O OMESIINETH 5.

BBE - AT TR ST B RIIRIR HE5AT,
F 7S DGR E R R e & B B 6T R T
WHEHROBEZ G20, Bl - BIEEOME~
DINLDONOUEFIIEERIRY SN RETH
L. FRFEERET T N BV T 4) ViE (EPP) Bt
L TR RASEE i S A7z B I Al S 7285 o
Wl & 2 HHE % B OB 2 AL 72 HE B o
159 EPP A 20 44 O FARRE B O £ 7 LR 12
T, PINETERE T A VT —2H T olz 24
DEBEDH L, 1/ TREORES X U RIS HEE
ZEL, HWRHERIEIC L VR L E0HED D
2110 R T bRy 3 R O MRS ATHEER I X D) ALBE
CHAZREULZRERV 7 2 ) ViE (VP) OERFDS
WiEIN T2, BW%ERERVT 1) VHE (AIP)

BLOT I/ L7 YIRBKEERRIEER V7 4 1) ~
SE (ADP) DAL ORIV 7 4 ) VHERHE TI3ekEmg %
L) D720, IhHOBEICHT 50 - BET
MFEIZ 7TV —F 4 I (380~460 nm) 43O NI
$tLCTT 20 MR 72 % 4T DS 555,
Wahlin 51384 %27 4 V& — % FH\WT470 nm LT
SRR EMEFOWBED NS » 22 ME LT, 61011
(Reflectiv SA, Cretil, France) % MH\W7:b O HET
Hol L WELTWE™. KRIFTIIIV I 77— 1905
(B &tv~e 7, HA) 2 DFY Oty L%
HA) 2SHIR O 61011 12354 T 545, 74 IV —DH
THhoEMEDZOTTXTRGRHDIEHIZ % 57
B, FMOBIIIMONOM e EO TR BEE %
5.

CQ8. EEZRNDLRKRILT « U VEDERICHSVWTERAD ?

HRE | ZEF YA LN

HHEHESL

B v

RNVT 4 ) IEDNEZFRTHHERDBH Y, TRV T 1) VIRERHRILVT 4
VIEDHHNCIVEL LI LD H700, HEOFHIIVLETHS.

R SRV T 1) VIETIZEEANC X ) 25
BHEREINI BT EPMEN TS, Wang i FDA
DEEFEZWE Y 25 5 (FAERS) #HWT, KL
T A YHEICBE T B HEH L LT 2 & [FE LT

BE ZOHIZE, ) M FELVREDHIT A LA

PURSE, MU RSEORY) 3V —, fikigsEo ) 7 7
YET Y, PUTADAE, NVEY — VERIER], T8
BRUEEYSE, RO, 7oy x7o v8Al, Rk
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BT 4 ) HEBEWIA FI4 VIRERAS

B2 ENRFTEFNTWAS, F/2F b7 ol P450
(CYP450) M7 I /L7 Y IRAHEEE 1
(ALAS1) O&EKEMMET %720, CYP450 % i
B HFNIBMERN T 4 ) SHEICBUT 2HIEOFR L 7
D) BEB ZDlh, INSDOFEAIENERLT 4
U UdE, & ICRWRMRMERLY T 4 ViE (AIP) B
BHIZEIHEZE ShTw5, 72, ThooBEZEAD
HiZix, ¥Y78u7=xF+27 Na, 79 VAKRaIFIy, =
FSENRL, ANNTEEY, MYXFTYLA, T
IR, VNI EABESEVER b E TN
TWBZEIZHERPLETH S, KV 714 Vi
W29 B A OEEMEICOWTIE, 7= 7 A b THE
ABTHIENTEL™,

T 2EAOBEUIRBAEL 7 1) YR ERDFER
bR 5. INSRERVT 4 VIRIEE IS
NAEGHAR ORI SER T 2 BB R VT 1)~
SEEAZXHT A, RAPICHRIBE N RV 7 4 1) ARIE
WEITARLVTA) Y THDHY, IT7aRLVT 1Y)

v I T B A VR BLE T 5 S
PSRRIV T ) YHREE OB, T b bRV T 4
Y UREDRKRE 5. — W aAlE LTiE, TIVT
AF—1b, XVHSIF, RFEFY)N, rurrsu
NI F, avFVU—, FAFLZaLVT I A 7
V3, VIV, 75K A4 N, A VXRFLE
Y, AT xF AW, =S VRFZF, Ry,
TaARPY R, AFYXRY =), TNVIVNLY L,
NIV F Ve EHSE B 1,

X512, BRMEEARNV 7 1) ViE (PCT) (23EM
L 72 6RBOE TR 2 53 2 A5, IR, ISRV
T4 ) EPHI SRR VRBE LTHBRLT 4 )
fE (£8) 23HAH™. BELT 41 VEERLIZLIZE
AL, F7axtry, T4 7YY, T
Fux/suy, KYyarv—ji, 7utIF, ol
FYVFKy, ekfarzoudF7IF- M TATL Y,
TIFFuy, YruXRY vk EPFERERNE LT
MENTWBH,

CQO. FRHFIXMETORKRILT « UV (EPP) OEIMICHKAIZSEEHD ?

HIRF | LT A LN

HEESC

C2 \
Y-

EPP % X #MEAEL 7 4V VE (XLP) TREMOEBASLETH S, SH%513,
EPP TIEREALOWHEMEDD ) HE LR D BELESD, XLP TIEARITH D L E 2

&5 EPP % XLP @ BH T, 30~60% IZEERE D
AINERPEAR B R PEE M SR SN ™55 Z b 08
MIEEBI E U TSR ZEEIN E —B3 555, Al
DEBENIHRRKZICHRT 25 0%07%, b LIIGE
PIIEE R L72d D% 0%, #H— L7zWRiEHsoh
TN g 7)o J2 10198257260 - Barman-Aksozen & 13 EPP
BE 67T Aoz AL, EPPEZETIZa Y bu—
NVERBLT, E7 ) F 2 enT Iy PEREIC
BAMETH ) HEFEETL 71 MRV T 4 ) LN ERE b
FYAT ) UEFRIRMETH L LR LY.
72 Bossi b1%, EPP & 8 AOMET, T~ hu—
VIR LTI 7 =) F VERE RIS TH - 72
EHE LTS, INOHRD2 S, EPPIIBIT 5/
AR RS EIL, SREZTEL TS EDREE
J1TdH 5. EPP CHLIGE#R MG 7 = 1) 7~ ilAME
T AHEMIBHIN TRV, BE TOHFYINO
KF=R, BEICBITLH0EIBERNEEZEZ LT
%% EPP CiE7xus 74—+ (FECH) BEKif
PP LT b 720, RIEWICALEECRORY O

MECHREBECTLIDHLTI /LT VIBAKEEE 2
(ALAS2) OZBIAHMLTHBY, ThICkhS5%
570 MRV T 4 OEEEGIERI T, F
ALAS2 S8 BUIIMFE S & LMD 0, SAlPe 5%
E5%A ALAS2H LA ET7u bRV 7 4) v
Basl&RZ3iEtErdH 5. EEICHHIRGICXD
EPP DFERASEALT B &\ 9 G b A 5 4L 52070,
T%bH EPP BETIEIHRZIZTE MRLVT 4 ¥
DOER % B L EPP OREIRITH L CTHREM I C
WL EEZOLNTWE™, TNz EPPIZBIT A8K
ZHEEIMIT T 2 BRAR G IZEEICRFETXETH
5. 72721, HEAHRICZEZ&E7:7X) amEOR
MFERDDH 5, b LLIEANEFTE Y 10 g/dL LT,
{7 =) F >~ 10 ug/L LLF @ EPP & IZB VT,
M%7 =) F 27100 ug/L # W2 v & ) A&
ToOHAELGERFT LT IVwEEZ LR
BB HD g A e G BB, SRAER G X 500
FOMBEEfLO Y A 7 LEMYFHEIC L LA T4 v b E
TCHE L, MENFHEOEHO b 179 RETH
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BIVT 4 VIEBWENA KT 4~ 2025

. F7o, SRZERNMOY A7 % EETLHE, 1
MIFEEER IS & BB~ — 7 — 2R T A& TH
BEBbhp?»  —J XLP B#H ¥, FECH##

FIGMEIZIEH TH 0 $F &G THRILERP 71 bR
74 ) VEDPMET UVIER DU E D TLIAD 5 720, $kH]
B ETLERND D EE 2 LT wm,

CQ10. FHFEETOMRILT « U VEE (EPP) SEODESY Y DRZE, BHEFECH U TEERES

SV DBSEEHD ?

AR T A LN

HEESL

Cl v

BNT 4) VHEDOL ADEHBBIERZ AT 5720, HMEZENNPLEE L L. Fh
WCHEWERIZE Y I UV DRZRPEHMRIEZ 2T 5700, @YWL 7+r0—%24f7w, €%
SVDRZOBFIIIEUAY I 0 D O%E5EERIT LT v,

RS C EPP BT 2 £72 2 S REIRIE, iR s
B3 TH L 2 AT SHBEEIRTH 5 720, EPP
BB IR EANETH D, ¥y I v DIFEKN
TOHIV YT MEEECHIEGEWE & L TER LRV
EVTHY, ZD80~100% & HIEOFFAE T THK S
N5, EPPEZFIIBVC, #tIckhYEesy Iy DRZ
AU 2 22 M) L7205 { D DFEAET 5577,
I VI ANBLO NV ANDOEPP BB EZ L L LT
MEWT 922 Cld, EPP HE @ 20~72% TN L h ¥
73V DRENA SN BB TIZMEIC R
LCHREICMEL ¥ 3 v DEMED - 72 (FEY
75 nmol/L, BV 55 nmol/L)#. F 7z, FRifiLEkd
T bRV T 4 ) AMEEIMETE S 3 Y DAE (sVitD)
WEOMHBAA SN, 4 XY A NEPP &E#H 201 A
ERR L L-Hin EAFZE T, 63% I8 I Y DRZ
WA BN ZOMZETIX, UVBIBSHIZ X % “harden-
ing” 217> TCWAHHEETIE, €% IV DRZIZ29%
A%<, HREH OV WAFRIZHEFIZHARTE Y
IV DREVHEETH - 72, FIEkh 7O MRV T 4
) e sVItD I ERAOMBENSH Y, T2 HGE
Bth ONHMBEATAIET 5 T TOREMH & sVitD ORI

HBHAR A LN, TV FABITRNAL Y AD
EPP BH 230 42 M5 & L7-ak— MIF%ETIE, €%
IV D EGHETIEIERGHE & AR THEIC sVitD3 2%
o720, o AT A MRIEORVE VS
sVitD3 I I8 Z 5.2 e o 727, ¥ 72, Biewenga
51, 4 NDF 5 v % N EPP % D 23% CTHHERIE
DAL, WD 1% I L THEICE 72k
WELTWAE™, ZOLIHICEPPEETIIEY I D
RZB L OFHBENHEICALNL 720, B
sVitD BX OB HES2 €= ) 7L, LEICRL
TEVEAL VitD3 A L EHHE THIIE T 5 2 e % Eh
A, WINICHBIF 5 EPP B X O X #gHER VT 4 ) &~
fE (XLP) A A F54 Td, RETHIEICLE
sVitD # 3 2 Z & 25 S T Y. EPP DAt
RVT 4 Y VRETIIESY IV DRZIZOWTHAL L
T RBIBAEGE X 2 W As, BRI RER IV 7 4 VHE
(AIP) BX U7 2/ L7 VEEBKEEZ KRB RV
74 VHE (ADP) PANORIL 7 1) VETIEERHHE
ik & 72 LA TH B 2 L5, EPP LAEkIC
Y8 Iy DRZISHT B %7 + 0 —pn e E
ZAbhb.

CQ11. FRMIFXPOTORKRILT « UVERFRFIRETO MRILT « UVE (EPP) [C#5 RS L BHE

h&Hdh?

HERE | T A L)L

HHEHESL

B 4
5T EDEIDONG.

RIMEFRFO T FRIVT 1) & E EPPICHED IFEEDEZ RS F— 71345 T
1F72WAS, EPPICHES IR EDE= 4 Y o ZIRIMERF 72 RV 7 4 ) v EE v

BB EPP ISR ZME) S 3 X <ML NTH
D, 10~20% \ZHATE, 20% (CHIHEREER O A%
PO B OIFEEZ G0 L, FEEZ 49 EPPEEHO
5% BN AE L 72 3L 2 EICH#IT 5 &

STz, FEAETYH, Kondo 5*i% EPP
154 Bl &R, P35 60 (22.7%) \ZHFHERERL S, 661
(39%) WIFEZEZ AL Tz MEL TV 5.

2009 fEANZBARYER OV 7 4 ) VIE O EENEERA
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BT 4 ) HEBEWIA FI4 VIRERAS

O UNZEWT - WBHEO BT IS 2 W ZEHEAMT 5 7232
FIARE R ClE, EPPS7 B 16 61 (28.1%) 21
CYLNE YR NT V72T —¥ A% E ok E
o Tz, 51T, RMMERF 7O PRV T 4 ¥
e O EBRE LR, Riskdh 7 a s R v
74 ) Y EAY1,000 pg/dL LA Lo 42 B 15 61 (35.7%)
IR RERE 253880 H 7243, 1,000 pg/dL A Tl
JFPERERE 1 15 B 161 (67%) DA TH o7 &
5, RIMERH 7T MRV 7 4V Y EA1,000 pg/dL K
WEMERFT A ENET LN SR, X512,
Mizawa H* I ARIRICEBIF 5 EPP 127 Bl=4E51 L, IT
PehbbEE % 4P L7 EPP BB T, Ao wEH L
Wl L CRkiEkRh 70 bRV T 4 ) CEDEEICEE
ThbLamEL7.

WeKIZ BT BARIMERR 70 MRV T 4 ) vk PR
EDRM A G L2134 % w28, Bloomer® 13, 7k
MERFH 7 AL 7 40 YREH 1,500 ng/dL PR
T % BETIINFERIC X 22L& RT3,

% 7z, Balwani 5"1%, R E O H 5 EPP B H
(&, IEE R AR RE RS L R LRk 7 o bRy
74 Y LRV OHRRAEDA FEIZE < (2,016 pg/dLxE
1510 ug/dL), AliEk 7w bRV 7 49 ¥ EN
2,000 pg/dL 28 2 5 HETlE, FRBoxe=%1)
TREDLohh LTINS EHMIT TV,
Anstey&Hift? &, EPP BT A TR E L2 MG L, BIE
DONFEEEZ ) EPP B TR OME I Z T
RIMERHR 70 MRV 7 1) Y REOWE D BB LR T
Wb,

VLl o, EPP ORFEEE & ARMERF 71 bRV 7 4
)y REOMEICET 27— 21308 EE ARV,
EPP BEOBH Db - 7-HMEOERZ MK L T,
WREDE=51) ¥ ZIRMERF 7T bRV T 1) ¥
WEWET LI EPAEHTHY, L DOBRFIT L DR
MERF 78 MRV 4) VEZKL T 52 L DFREE
DRFER DR EAZ PRTH I LIZOoBWbEER
bhb.

cQiza. aMRILT « U VEOSMRFRFEFRHICAZIVHFZIRSTXED ?

HIRF | LT A LN

HEESC

B III

BYERNT ) MHEEZBW SN T2 BEVBMFREC A L72BIE, RN ¥
BR2HEE T EDVEOLEND.

MRER C BRIV T 4 ) VIEOBWRIEL, ALK
WTHMIZRZT A ETT I/ LT VAR
F# 1 (ALAS) OiftkpTu#E L, K7 49 vk
BHThr7I /7Y VB (ALA) RKLVT7 4+
J =% (PBG) 25BENCAER - ERSNDHEE,
RIS Z RUT L CHIET 5. 485 5 O L7
X, FiETo ALASI %3l REIIK T S8, b
DA E LR DR % WA S & L8R D 5.
Zoo, @Y eI YEAORLHIBE, ALA &
PBG LRIV IEHAL, EROEEE, S SICIZEHOH
FEF A PHEDFAE ) A 7 RIS D A5

SEFRIERRC, BB AD L, D VIdENTY;
&, TP L, & RIERR AT
1 e MRARIESS AT B A2 DT B, ZORE
VU R R IR AN 4, & S I3 BIRREICE
BN D 5. RIEDOMEST 2 FEITIZ 51213,
FEVEDHERR SN THR I I VA 2 P 55
52 EDERBFENTH L. BN B-FFEGC
X0, MREBOETEZE, PHREWETLI LN
WHETH 55,

A3 VAN ALA & PBG O F A & B &
28T 575, EROFERNE Z S ORTERYE O3 A
AT 5. RloANI VEFHIBRGOFEREZ, %<
DINBUE 7 AR 25 (LR R B SR THEFE S LT w
25 L, S OEBRNGRBHETA NI4T
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