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LREE (porphyrias) 2FRMNEMER -
FHRERTRAOTENZ— - ASMEE (heme)
EEMIME R KM cytochrome P450 (CYP)
BRENE2WE - Y S BEERZSEBEIEEY
SEMBEBEEANBERE KREELERREEERMN
HE RIEBEASH EMEIEERMER
fl - LS RBREAEET  SRPEEY - 1
aminolevulinic acid ~ porphobilinogen ( PBG)
KB (porphyrins) #18 - HizsEEEXBHEL
EESEY -

SEERTERZRN AR D 8 @ER - K&
NEFRERREHRH - BRERNRE  IRIRRH
HFEE  TEHRAEEREE ( 8RB
MREE - EURKRERF - BEURERE - ALAD
Rz REE) WREZRERDEEZNAEAE - EUE
BRIERBEFEAT  SEESMRE BN
HMASMEREE - HRAFEEED U8 LM
BREREY ( BREZRALZEWEY) -
http://www.drugs-porphyria.org/ ) °

=UHREERFENMLLRT &E RAERKE
INRREMIERE FEEEMERRR  BHERE
MEIEE - B0 'L - OVIEBARAESME ; 2
B KIE A= A MU B N P ER J1 B i B E R - 52
UBRENE EEMREESHRFR  EERIE

BRANEEERKE RERENERIIRENE
REAR

SMERBRERFR  BEREFRAF( HHZE
Y ) mARBKEESYRERNEZEE T2 -
th2ME—AEEY A AR H#ER Normosang®
(human hemin arginate, MEEBMEE TR )
250 mg/10 mL/amp - 2 AHMEE - =4 3E1F
54 F Normosang T B @R MEEL - EEE
[Ol gt AHI ME B £ S AT P E—E D R
B2 aminolevulinic acid synthase - B/ ERER
HEASTPREVESEST BERERENEL
AT °

Normosang®#IEEFRIFFSAEE AR - 1989 &
—RBEEY K - EEHER - W 12 2R A
KEJE - 47 3 mg/kg hemin arginine [UX - &
EARWERBP PBG HEER - AFSE ( median
11 Xvs.8 X ) ILEEIEAZ ( median 6425
mg (range 50-20,650 ) pethidine equivalents
vs. 8150 mg (range 0-17,650)) BERZRHE -
BEBEEZR MREEUEMRBRR SMEREE
BEBRRBER hemin arginine ( BE24/\FE 4
A ) WRIERIKIFIEENZ R « ILEEIREEA
= o

Normosang®iEAZE R EmAESE - Fi8
RO EEEASENRHASREE ( 2B
KRB BANKREE BEMREE ) 2t
B1F - @REE% 3mg/kg/day - SHEAEIE
%% 250mg 3% 5mg/kg/day - E AR RELREE S
8@ - A hemin arginine £ PVC Bzl BRSPS
Pz - BEEERRIAY  ERAEBRRZIFIRAR
55318 Rt EYHERGEA/NOER - 2%
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FRT- DL 250 mL 3R R EKHERIKIBES RE -
MRk P REFARAE 28T 30 2iEll - BLL
20100 mL FIBE RGP HEEFAR © 5T 10 mL R
RPIE 3-4 R - BRRFIGREIERE/KEE 15-20
niE - WHEERFIEE - HRfFikkt- -5
h - B/NEIER ML 4-20% BEE®RE - O
BRI B E -
Normosang® & REI1EA A H TSI FE -
BEFIGEARNEE - & - BIR - BIkskE  HE
BIfFEF : E%E - B3 FIEE  NEERBER -
BMIXIE2%E  RAEEFEAUEAEEES - Ib
EZOANEBMAERR  BIRRFER - KXBFHRA

- HIMESES CYPHE BN CYPIER &
B CYP UHEYNERTE  FHBEIEREHE
FARMR - WEZARARPERMHRS - EHNZ
EREREEERER  BFEBDAR,; HHANE
KRBERZ - RHIEENZEER N - TRRZ2E KL
—
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RiRZ DPD BERVAA - dIgEst EREN B RE i ZE bz

B8 EMA 2= fluorouracil HEA D ZEmEEARERIRZ dihydropyrimidine

dehydrogenase (DPD) BEZ=RIEA - oIGEEE fluorouracil MHRE EF+ - BMNBERENBK
GanElFRAVERE - B fluorouracil 2—E@HERE A HY BEEMM pyrimidine- Fluorouracil
KEIFEN  KARAERKEMETEREY (FAUMP & FUTP)- FAUMP gEHI® thymidylate
synthetase - T DNA W& - i FUTP BEEk A RNA - #%EMT#E RNA MEBENSH - BRIE
2 fluorouracil sXEMEEAM 7 ZEm ( capecitabine ~ tegafur - flucytosine ) - WEARIERTAZ K
@t fluorouracil 2% DPD WA - algeREAEH fluorouracil - EREMPRE L7+ EBARE
EEEEM fluorouracil - BITIEEERIET MHRMIKE T - MBS - BREE - OFRBEMBERRE
A4S - 8= fluorouracil SKEBEBEM M ZEm ABHR DPD TE2HRZAEA - B - SEEIE
&7 2 fluorouracil SKEABBERMNERAETHARN  EE o SSETERSR TBREAZEES DPD B
ZRZE - DIRERAZBEREARREZER - HEX - BEEEUNEEEAS fluorouracil stEAH
BN ERNBEA @ EEHREEARRENERSEE (1 REERS ORREXE ) LRER
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AELIRAEEREEZELOZ -

KfrmlE :

5-Fu® 1000 mg/ 20 mL/ vial ( Fluorouracil )
Xeloda® 500 mg/tab ( Capecitabine )

UFT® 100 mg & 224 mg/ cap ( Tegafur & Uracil )
TS-1® 20 mg/cap ( Tegafur,Gemiracil & Oteracil )
Flusine® 500 mg/tab ( Flucytosine )

X % H?}Zﬁ MEZEANEZERNEESS
X REBEAS  HAMTOENARKE  FHEE - ZEBRAEW - siHHT 13297 - 13097 B -

VoW e

DV EETRARIT AR EIZIE
5.1.5.SGLT-2 DI :

BE—AZEN\FtR—BEH

Dapagliflozin ( #0 Forxiga ) ~ empagliflozin ( @0 Jardiance ) - canagliflozin ( #1 Canaglu ) -

ertugliflozin ( #0 Steglatro) (105/5/1 ~ 107/3/1 ~ 108/7/1) EHREHS 1 %I -

KB}EDD =
1. Xigduo® XR 10 mg & 1000 mg/tab ( Dapagliflozin & Metformin )
2. Jardiance 25 mg/tab ( Empagliflozin )

3. Canaglu® 100 mg/tab ( Canagliflozin )

2.13.Tolvaptan(105/9/1 ~ 108/7/1) :
B—BE/N\EFEtA—HEX

2.13.1.Tolvaptan (4 Samsca)(105/9/1 ~ 108/7/1) :
1LIRARERRABRORRIE R ARMERD BAEREERE ( SIADH ) 5128 MNE(MSENEE
&5 125mEq/L) - &E#HAE(BFERK - loop diuretics KRBT EDE) 48 /N LEARDEE
WEZRFERE - WREE 125mEq/L(2) L LR FZE -
2.BMIm ABERGN 3 RER - AIRERRAET 1 RER - BREERZHAT4H  SHE
1 H -
3AREAEERNING - FINEERRBRRIESR LR 3 BERER -
2.13.2.Tolvaptan (%A Jinarc)( 108/7/11) :
1REMENEMES  RESAEESZEREH SHEZER 2 {1 SFRWEEREMPBHE
2RAR SRR ENRREME 25 3 HIEMBER B 18-50 R EEE M2 B4 B % (ADPKD)
BE - BBEREEZEA/MEM KD mIEAERTS NIED—IE
(1)—&2?9 eGFR FB£25.0 mL/min/1.73 m? S{AEA eGFR S FE22.5 mL/min/1.73 m?  B#
FRETMMRK - 24 - B - [HEZRREFR -

EZ N

i)
im
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(2) htTKV & Mayo £ #81C-1E disease

3w EBFBER tolvaptan Al - & FINEHEESE :
(1) BERIF A ES

(2) M35 RA R R 4 Tmg/dL ST

(3) 32795 1R o1 AR R BT B AR B 7

(4) BB EERNRS

(5) SEEMERE

(6) HerEZ - B - K - REEEE - RFREIESHEE
4.43R M AUIER R F A tolvaptan :

(1) EEYBERE  FHIEEERNER ER=1E

(2) &£ tolvaptan —& % - eGFR FB&{1>5mL/min/1.73 m?
BIREEERUBAEERENRER

ZABRFRIE : Samsca 15 mg/tab ( Tolvaptan )

5.1.3.GLP-1 = % 2 < &[(105/8/1 ~ 107/4/1 ~ 108/7/1) :
BE—BEN\EtHA—HEX

5.1.3.1 Exenatide(#A Byetta)(100/5/1 ~ 105/5/1 ~ 107/4/1)

1LIRAREERBRAMZEE/M metformin &/ sulfonylurea 224/ i A IR A8 eI Mg 2 585 — &Y
WBREERE -

ZEpASE insulin ~ DPP-4 #0&IE ~ SGLT-2 {HI B S22 7 F -

5.1.3.2 Liraglutide (4 Victoza) - dulaglutide(#A Trulicity) - lixisenatide (#1 Lyxumia)(101/10/1 -

105/5/1 ~ 105/8/1 ~ 107/4/1 ~ 107/7/1)

1LIRAR B EZBRAMZE E/ metformin K&/3X sulfonylurea 8224 {3 A3R A8 126 Mg 2 55 —
WEREEE -

2ERTEERORMRMEEEY) - A/AERRESRGEIARERE MBS - EORMEMEEEY) R/
NERRERMFA -
3. AKRZE 1581 DPP-4 &I ~ SGLT-2 HiHIEI A -

5.1.3.3.% lixisenatide & insulin glargine 22 # 73 #2%(% Soliqua)(108/7/1)

1RARE_EBRBERARA @ EREFEER lixisenatide HEEEE RSB EIRE MEIZEH
5 - B ARPRIMIEZE A -

2ARZmAISEL DPP-4 H&IE - SGLT-2 HHEIEIHFA -

APraala :
1. Victoza® 6 mg/ml, 3 ml/vial ( Liraglutide )
2. Trulicity® 1.5 mg/0.5 ml/pen ( Dulaglutide )
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4.3.1.Deferasirox (4rExjade ~ Jadenu) (96/7/1 ~104/12/1 ~108/7/1) :
B—BE/N\FEtA—HBEXN

PR aERE MMBRIEMEE)EE (WO NEEIE ) WRFEAR 2 BU LREREERFET
SR —&

1ERSFEM BN EHBENNEARERR - BEARMBENRERE -

LERPBMSEECHAREIEZEE  AIEREMBNEER ( Ferritin ) > 2000ug/L KR -

3. A (FRE MKER) B ¥ M EMBE : (104/12/1)

Q) ERERY . mEERBRBESBIDAREI —FH MM R ENEEUN EE) - BMAEREES
( Ferritin) > 800pg/L(EV_RBEER - HEZERBLBED 3ER - UHRERERELSE
ART) S AT RS E ( Liver iron content ) > 7mg/g dry weight & -

(Q)EMHEEE < 3mg/g dry weight - SXIEAEES ( Ferritin ) < 300pg/L FKENEEE -

ARmIE : EXJade 125 mg/tab ( Deferasirox )

#,/\m %xi‘f‘ﬁu ’
WG — KA HEA L °

32 AL i A 23
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