2

BB SRR IZERMIE Hereditary Tyrosinaemia

HAKXROAET—BEE  EXEIEEHL - NBEIEEREAD
EEENERFKRNHEEERERE - RRERSBIREMESRS
FEF2EN EMHE—DTEREoM -

(— OEEBERIE?

BEBIEAR —BIEDERER  TENREBENREA
REXREE (phenylalanine) KEAEENPREEY - SME
PHEBREASK - B ASEZEEME (hypertyrosinaemia ;
tyrosinaemia) - ESABVRE I BER BIRREEMVHEITER @ SNhHE
fhRRFTISHRBIBT BB R AT SR o SATN R S BSARER M0 E &3S AR AT 6Y
IR - BTSN HRERINS S RIER N SEREIE - ME[AR
ZEBAl °




a QE?E Hereditany Tyrosinaemia

(= EEEBIEIEE)
(N2 M SEEEEE ME -

ERERNEREE —RBETIRRAREMENRE  EAR
6 IMAREIRIET - BIEBEET126/E8 RNVEFIE @ %
ABBERZAR B0~ B8 » BIRREMIBFRE @ 1ESM
HERER ERBAL BERFBANIER  BAFEERE 1L
m ~ MERARIMZFBMEVKIR @ HE2EMB/NEINEERTE (renal
tubular dysfunction) o BBIRAFIESRERE @ FERAZELIRGE
iE (rickets) - FFIRIEREEN - BLRBS B BNERE
RERADBVIRE o SLMIEH BIVER IR IES ERBRENHEIE
PlBERESER LB IS KRB IEE (acute intermittent
porphyria) ZEAREE 4 ~ MBI RAEREPTISAL VAL DEA S M
B o FEERIBRN0EI - &IE ~ KB ~ IRESIEK ~ [BIE » % - =
B BRI HFRRE,REE o
(2)igt SEEpLEE MfE -

ARS8 S EEAZEE MAEAVREEE —mIAR 7 BRBFER o
+ RER - BEBER « EIT R B/ EZIBNEEEE
RARBIERIR - WERNFEAT s RBIRIEAS - Melit s BXRIR
HPRAZEE (methionine) BIHES o IRBREE T 1055 UBI5ET © BE
BRI EUBRTER -




o)

(= BB
1.ERISE
(1) WRBEIEMN S IR MENERZSERS - o SUFEE
KRR - T ERZEERLAV DT
(2) 18l 7k P Succinyl Acetone (SA)BYRE * EEEIBS °
(3) FREVEmOUM ERRE S F K ABAR - NILUBIEISE - FIE—TE
200HHRE - AISHBRAFumarylacetoacetase(FAH)BY)E
M EREBFAHRZHIRS -
2. MigtesE
SREBMEBREAGSHNKRRERTEEMRB K RRPH
SAR HBIBWENEE o BB AR - BB IDRBAISA
RERE T - SIEARAIEE BRVFAHE 4 2R E RS20V &
B o SEHERZSEUNTE  —ERREENISEMBDIEDIR
FAHIE)EMBIIRSR - @it - ImANM RN IR RBRISE
FHEIREROHE (reversed) BIIEH + UBRIER 3 &EIEFAHEYER
% o @itk - FAHEESREMHARAEZBEERSENTTNZSE - MABEIER
EE—RIE ©
bR S SARRE o MERSESRZBL MAEAVGZE T 2IN » — LAY
HEREIMEAR RS o HIL0 : MBEPHIBIREEE 2L
00 BRRZEVRERIIBAERBELIRH o RBPH) o -FEE-FE-
FEERE « o -KE-FE-FSLBER0(4-hydwxyl-phenylactuto)-FE &
-FE-FEBERREETIIRS - BB/ ERRBIRE - AISRIBELR
[BEEIREE (Fanconi syndrome) @ ZRIERPESEOIZEL

3



a QE?E Hereditany Tyrosinaemia

BERASEE - SHRMRZ T WA EAEOENEMN
5 WBHIR—LIROE(CRIE - SEREZENBMKIE o HIU0 « K
Bt oK RBR T ERMERBPOREMLES - MIBMLRETREA
PIREHREANERN - HERARAMEBRIVEHMS @ BEEN
y -Glutamyltransferase 89;&14 @18 o o -fetoproteingVizE /£ =14
RROVEEABIEEREILI - BRIEHRRPHIZ2IRERIIRE °

\ SEBIZERNAECR
1INTBCHJ/EE (NTBC treament) : (2-(2-nitro-4-trifluoro-
methylbenzoyl)-1.3-cyclo-hexamdiome

NTBC24-hydroxyl phenyl pyruc at dioxygenasefy RIS NHI % -
S DUBALE o -FEERNENRS S8 AL BREL - B SANES: - BRI
KB ESEBIREEMIEN A - REBMERSET - RAEZROMR
0.625/AfTBINTBCHE » fR 3 4-FEEXAHEE RS EIRE 21
oo - EfthaE it FRREESENESR - BERKSERLEEEM
JESONE o NTBCINO R LUS R IR T84S 70 BAA B ISR B I UAEE
BUEAR o BBRASAZEER)RE 2R ANTBCHEAMIZN - Bt - 8
BOrEHIDZ DA ©

RISHIEANTBCRIBRII T EASHRIR 5T » FRIENTBCEE
FHEss AR EOVRERIE - BRIEEER - RIF{EANTBC » BIEEEN
EEMNAAZLIR - B8k - NTBCEHEIABIFANRE o




o)

2 BFh#E#z4E (Liver Transplantation)

DR ER 6 RS — LR ESAREL (MIER B 10FERREGE - B
RALNRTBTSEHROBNBREEE @ Wit EESEGEERIRE
HEFRPESXIRR  RBOBFERKIBRASESNS - IRR
FRIBPERNERNHEDEBIER o BSHRESERIRRILUES
AR - WATER Bt BAZ 8L KRR BL VIR AN E o AW -
REBRBPSATREDASEILI - HAZBR BRI BTSN ©
g ta R B RISHTRRNDANEE -
3.8kl (Dietary treament)

NBEEHERFRRNCESBIZELMENTDE - HEKERRS
FSAREL B R ARIREE VRN E @ (FHERIIRIEH SR ESERMER
o] o EERNEND/BRBEREHNES @ TEEMNRECENKEE
MR SESIRBE R R ORRERRESY) - BRIIRDE0VRIAE
BB HIE S VA IZEL R RAREL o BIR A D Bl ¥ S AZEL B R TRAZ
BB XRIENEMITE15-20257/ 26 © BRSAIREMEERIE
AR - FBBEREIES - RIB/)VETNEefEEATE£0RE - BT
M EOHEMIER o BRNEREARMBIEERIEEZ L IES
BERETEE - A EMEREZBREBELR - (DREBEMIAT
FRREF D IERNERR




% QE?E Hereditany Tyresinaemia

4.5 HE4RYEE (Supportive treament) -

HRSMBROREMS @ IFHNRIEZDEDN - RBERR
Z PR EEEREE - Rt - RRBGEEVMIT o kI - MIMRES
RS » BED ~ KR - SEREAERNFETEES BB
PEEBIE - BRBERIMBIENIBERT @ BIREE IR AIREE00EE
SMNARSREZIRD o B0 DIRASERIUBIE ; REWNE
RVE » BBHE DIEHIRURIE NSRRI

o [RFIFR B ELB R dn - TyrexR-2e
NERRILES 2 BSAZES

A cofE A BN ENTESR A S ESALEE MAE/ )\ XM AIER © 18
AERE - DEABRIMIFTBEENEDS @ UNEERIRE KRR
BHNERE - RoIFHFFI0ESEM ©
—EBEIR

1. AERDAEREEABIBIHER -

2. MBS MBI o

3. FERAITHRFHLBEERERBICEME  BRBERER

EM - BRIRE o

6



o)

Y %N

SBF 5 100 DN5EipR EOEEE v
2= 410 13.7 K+
XD 1 0.03 NG
EO0EES 30 1 N
i=]ila) 14 0.47 N
|BE%E 35 117 N
HEER

HEEZA 660 22 ]
HEEZ D 75 0.25 s
AR E 12.1 0.4 22 a-28
HESRK 60 2.0 e
ML= B 1 3.25 0.11 =55
HEE B2 1.8 0.06 =5
WHHEEB6 1.3 0.04 =5
HEZ B 12 5 0.17 e
FREREE 16 0.53 =55
i 450 15 s
KIS 8 0.27 =5
ESYES 100 3.33 s
HEEC 60 2 =5
s 100 3.33 =25
il 70 2.33 =
iEYE

45 880 29 =5
f 760 25 =5
3 225 75 =25
13 0.43 2%
g 13 0.43 25
i) 0.8 0.03 =5
13 1 0.03 =55
A 100 3.3 s
i 35 117 e
% 27 0.9 s
8 30 1 e
o 880 29.3 2
B 1370 457 =55
= 940 31.3 257




% qﬁ?ﬁ Hereditany Tyresinaemia

= fERGE
RBEGRAENFEZMBAREPRIET » FIKEENEREM I
EPE - IHERANEEP ENERER U ISR ©
Em~
S 24 /\FE ¢
1.RHETER Tyrex-2 REMMDMNEESEZEP o Tyrex-2 HA
ABIBE A e BIFABHERLE ©
2. D0NBERREVKIAHREY 24 NFHFRE ©
SUBHEBHABE 4 WEARERETER  TOBER
10-12 #) o
4AREPBISEVEERELES @ BERAEDPRA - FRPIBEE
24 NEFAERTE  WREBRERAFZDESGHS - FEER
BEM ©
BRI~
ERERNEBRERERBHREOPEKE  IHBl—FHER B
K IBRHENDSIBNE —BIER -

fEFAR
REHNERFSHREAED  BRENAESHVAE T © B
NERBZEEBERGRAFRES  WRFHEHNER—EEANERTE -




@)

ERRREETAEERRE

F BERREYYDRPIL

RINEBRBERERRE @ HENREIEE RERIE A EY R
BEMEZRHEER® ' TEREEEEREREE89F8F9H
FElE ' FREREREYE , @ TiRE " FREREERTHRE
ERMEBEFREREMPRPL , - EERBREEIBHEETRE
EERAZEHEER® °

MRPOLEFBHREBETZDRITHEERR EREYDHE 5]
B RXEESEURBRITHER @ HIBH29ERFHEER® ' MU
RI0EERER @ HHESEhESEER ERERRBIER °

ZEEERYARDOERLR - (02)6610-9696 - #3tlt - http://rdfdimc.
tw  $8I5 EEFBNT BB P OIEEAT RS HEE® « BRET
BN EERRBHEN - MRDP LB SIE)SETRS - RER
RERSIHEATEERED  FSURAKIUSNFBIIRHZRIE
RUGERKIE » YR OFRERRITARS o

BRRPOMMBHRISBERHEERNERSE RITHRFEES
BRREREEEME) 0 A IHREMBRXERRE @ RO IRER
BFUTEIR




a q&gﬁ Hereditany Tyrosinaemia

(PEhES

1. EREMREBMETEFERFHER®D » BREE -

QNREBABEEZHIEN - EABHRMEB U LTI LRGP
D WEROFH IR ERZINBEERILIE - WRP LI LUEME
FEXEMBRDS TR ZREBIE

I EHIOZ RS  5EEBEYFU EROZURFBHERRBAETE
FIOAR - PRPOBHEIERENABRENREITETH
FEEHTH ©

S

e AN 122

BRIGENTEREMRC R ERIIREIRIEE 2 —  BMIWORED
RIERBLURSEREMESE @ i TENREZRGE - REBEC
CEEHEERENET  EITRENRES - ERR I ERBE2
Bt - SESAREL MAE TS MR » IREHIANE o

BRI RTERELEBEREREERRMICEME) &
IDMEBEINERED  BERE  BtAIBESENRRURER
BXRER  #2IGER  HREE - WERER  FRERERFRKR
PR IORBFIIDIDBRE ©

10




@)

FERRBHEEO
Wt B R RS G
Wt EEEZE T

BB
BIERABEBNEER
BRI

BEEARFRACSERR - MOk

MR EE SRR
FUEEA BN
LA B
Lo R

FREIBEZE K A AR BE B

NREEEEERPD
PRINAK A B B Bt a BE B
SRR BHIE P AAC T EE R

.%Elg{;n

BiBir a8k

D

RASEEED

Bt KB 5 B R ENEE N D B HRRCHT A EEE -
BlLEERCEREZESRINEESRE

04-22550177

02-25433535 #2547 or #2548
02-23123456 #6708
02-28712121 #3467
03-3281200 #8544

04-24739595 #32337
04-7238595 #7244
04-23592525 #5938
04-23509616
04-22052121 #2128

06-2353535
07-3121102
07-3114995

#3551
#7801

03-8563092

JBEEED | MAFERED

I F RERERSHREE LB E R REYRPD I
' 11284t A RIER — F32015E I IF 9486122 I
I TEL : (02) 66109696

#84t : http://rdfdimc.tw I




?; qﬁ% Hereditany Tyresinaemia

MEMO

12




