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Al ZiE 10257
"Excelsior" BH4 Tablets 10 mg

AEFEEE R T 55 000017 5%
RHEENE S M
hRZ=HH#A 2023-10-05

MR
11 BREAKEZ
H—10mg #&&E = : 10 mg sapropterin dihydrochloride*
5—50 mg #&H= : 50 mg sapropterin dihydrochloride*
*{E2EHE : (6R)-5,6,7,8-tetrahydro-L-biopterin dihydrochloride
1.2 B

ascorbic acid ~ microcrystalline cellulose - silicified microcrystalline cellulose -
croscarmellose sodium ~ sodium stearylfumarate - talc

13 mm
s -
14 ERSME
aeEyEe  BE . Hoh—EEAEZ RREE -

2 EFERE
1.BH4 A= BR 5 XAMREINE ( Hyperphenylalaninemia due to tetrahydrobiopterin
deficiency ) -
2. AREY B R ENSARAKIEME ( Hyperphenylalaninemia ) B #75 ZHi R iE
(Phenylketonuria) & ; #XmAREBHNEZRSRERG20 mg/kg & - MPPhe REE24 /)\
A T BE ol E30% L £ -
3 FEKHE
3.1 HZEHE
1. 8t¥ "BH4 RZ BRI SXAKREIMAE .  FZRE%0.5 - 5 mg/kg/day - RE&K
RFEETHAE - BHD1 - 2 RIREE -
2. #t¥ THAEYBRENSARKREMEBHAXRERE,  £HBREE510
mg/kg/day - @1 K1 Xe1 X2 KA - BIE&EESS5 - 20 mg/kg/day -
4 ER
EEM RS TR BEL -
5 EHRLIERFE
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5.3

EEEA

BIAmEENERE ERELERELET (IHAnBERENSERAREKERMERHA
KERAERE ) WREBIRTIMNEPAARENEA - BN EHREIEKRD ( b
AMPRXARBEENRILRE  SEBEBANBHERDES ) -
ERMPXAREINEREEE

ARG - BREiE- _KE-L- XRKRE (DOPA ) KRR XALISENERETRE
EENESRRZEAEMBEFEEINEGN - SANBZHRAREBRNELN PEALE
MEaEEE T  TEEERMERERIE -

RAARIRE  B7TERERASEFNNIRARBNESBREREETE - EBEDHE
HEEEXARBMAELEEBAE -

#1E(Convulsion)

HIFEES A RZE(levodopa) /AENEBRERAARRIGEEE - SKHER7EBHS -
ZREREDERERARZEMsapropterin B HIRMIE « MBS EF - BEM A
MERRIED -

AEPIE

BE—BFIETRERS FEHIRENE - Rl S M RN R =EIENNE 888 RN E
.

LT BB BERIE R

E A {Esapropterin dihydrochloride #34 FEBBRERXR I AR RIERHE
Bl - BEARKREBIEAEZREX - BX ;, EAGE  UiEEUBREREEDIZR
BERE - BEES - BEBMEM - FMHERSSHRBER  BEIARAZEE L
BB BRNE R KRR AR -

BRI BE

EMTRiE tsapropterin AR S T EME RIRIFHM -

RIRGRIEEIR

6.1

6.2

6.4

6.5

RPELERATRNVERAR - BYEBREIERIRE - Kis/ B7EE - 2BAER
MERRERmERABENGS -

ZRIMZ AN AREEH BERARRRE - IRZAIMZHREREZHEEEXR
BREE  dEZHEHRNREERASERE - HRILERE - ZAINP2HEELEN
EETREZFERFAREBERAZEEARES -

EBEERREEE NRERNRENPEARBRERT ERBERRMR -
RHPEALBIAER -

IR L

B Alis -~ E#sapropterin SNEEMEEZEAGI - WA BB ERALRS -
NG

REZHENWRARRE - WEMBMRIKMg/kg 47T -

ZEA

Sapropterin dihydrochloride ;8 B EFATEZEF AR -
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6.6 HIMEERE
HRZARARHINEAZ ZMER -

6.7 BIELRR
HEDSBRARBIEAZ ZME - BIIEEAZ B EMbiopterin (—1&
tetrahydrobiopterin Ksapropterin G ) M RES B SIIER - BINEE
Z B EESsapropterin dihydrochloride ;&R FE/ N OB -

X EFH

IEEF Alevodopa j&E B & Hf Asapropterin iF - /OB IBIIBERIBS R ERE -
BB EY (HIW . methotrexate ) BAESTA Y F ARG dihydropteridine
reductase ( DHPR ) B2 Z M tetrahydrobiopterin WIS BE - FILiS5a2Em el
sapropterin ff FEGFE/\D -

Sapropterin A E—F bR MERERAVZEY) ( HlE0 . PDE-5 #IFHIE - Wsildenafil
vardenafil Stadalafil ) $tFBK - B sapropterin BAPDE-5 I & &5 ©EMEER - HF
R RN EE R M B FRR - E UL RREE/ID -

BIFR/ARKIE
8.1 WAEZFIFRH/ARKRE

KIBSLBAECE - sapropterin WEZE MBI EZHEARKENT :

LU E

579 fii4 Ll LB EE = sapropterin dihydrochloride (5 - 20 mg/kg/day) )&% 7 i
KRB PHI35% BARKRE  REBZARREBREZHRAETRER -

5 — & bR PR BR UL AR 27 i/ Nik4 3R B & B = sapropterin dihydrochloride (10 520
mg/kg/day) A% - K130% BEARKRE - RERZARRER "REKE NE"
(hypophenylalaninaemia) ~ &Mt K& £3% -

=T
fEsapropterin dihydrochloride f& 4tz fach - BRIZRZI T IIARSIE :
THELERER

FEER :21/10 - BR : 21/100to<1/10 - AE R : 21/1,000to <1/100 - £ :
>1/10,000 to < 1/1,000 - JFEZER : <1/10,000 - SERKRHM( FEELARERTRM) -
BERRBEEAN - ARREBHRBEEREERREIS -

. ‘E‘ e /—J oo \E‘,_ e
155 % R KA BEEEOERSBREE RS

BBF
R R ERT EIEHE BR ¢ EREREME
i FCE o] FEER BE

FEBER  RE

ER REE - BF - W

iz Bl BR R ' - IEE

TERE REREARKREERR -2 REREERAMRL - aXKEBRBEEM
BH4 Tablets JaF A Hi R iE R E4LER : BHE10 iIBH4 tR=Z /& ( PTPS, 6-

DR 2475 - B9 R A0 (D) 4 AR P sk
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pyruvoyltetrahydropterin synthase ) - B221 iIZKAMRE I 1EES ( PAH,
phenylalanine hydroxylase ) fRZ && ; Hh2 URBREFRSHMER - (BRIAE
SR EHEBIKEFRIESBHA Tablets JaEMEANI 4 - Hp—BH4 TRZBE -
=HBE X RTRERE - KIFERSEREMER - 5—UEE - AmKmER -
SRR ABRIBEEHABHA Tablets /BB AHIFRAE B E LR | BHt22 fIBH4 th= &
Z (PTPS)  EP3 NABREAREHMER - BFABREASRSHEERENRAES
BH4 Tablets jaE MmN - Hp—MIBH4 tRZ F%E - 5 {ICushing syndrome & AE
MMmAER_—X ; E_NUEARSHASIESHRUIRS - SHIREREBF K - mEk
=R ; B-IRZUBESLMER _XK -

AR & EEH

EnRUARKREBBEBREZEEEN  BUHFESIER WG/ BROTE  BEIEEA
EWERBBTEIBRAS  BRFUIRKE -

9 B=
(IR RRECE)
AR A8 R EZEE =20 mg/kg/day fsapropterin - BEENERNBBENRS - MAREESR
S5EAE - BEHENEMNAE - ERSHNERALZERZ(100 mg/kg - LEREAEEEZMS
8) xS - BRAQT B (-8.32 2 ) ; mARCERARQT BHNEE ( AIMEA
RGEMEQT SFREIENRE ) 5 - BZEEILE -

10 ZEIBREH

10.1 fEFH1%EE

AR EtUEEB RAH ZEm
KR FRIE(phenylketonuria, PKU) 2R ERRMHEENREMABHEEER - X
RNIREE K 1EE8 (phenylalanine hydroxylase, PAH)F b RO B E BE R R 2 2 ME
Bt - SRR IREAN HERRIZEE (Phe) & AUEE IZEBE (Tyr) - EXMPERRBEREIEM - kR
7PAH ABNINEEE R E XN IEE H I - Biktetrahydrobiopterin 24 1Lt
FRENENEER - Bt - ZXFtetrahydrobiopterin &R A ERBER LT —BERE
KINAE(YAPTPS GRZ) - INEPEBRULHUBIRTE -
KIBRZ IR AE - PKU 0o BPAH Gk 2Y( 718 Bclassic PKU)EABHA R BY - ik
BB A% S M Atetrahydrobiopterin - IATSANEIE - 78 Zsapropterin - ¥
BH4 = BB EH Blsapropterin Tl B iR HIBH4A - #EMAERFPAH BOEMY -
HRELPAH RZ BB E - FEHIESsapropterin FRE oI MNREFHIPAH A -
PR RS MR AREARE - IEERER "HBH4 AREZHPA B A
PKU, -

10.2 ZENEEIRRM
HAsEEN -

10.3 ERIREIZZMER

Schircks Laboratories RTEREE# 1Tsapropterin dihydrochloride 15101822 & 5 52 58
BREKRAEER - fBEEEAEITER - NOAEL (no observed adverse effects
level ) B9 &2 1771000 mg/kg -
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12

PUR 1 SRR 2 1B A B4 B B A Schircks Laboratories 4 &E99.5% sapropterin
dihydrochloride R#1TE 5 -

BARAISCRMEIET - st EREEeSM SBHESFH st ERSEUR
TIEEY - BB ARLSARINGE L2 W

BaRRe  WOREBEERT (10~ 30 mg 3100 mg/kg 3300 mg/kg ) - HIR
B AYIR S -

saEMRBT  NEORESE1318 mg/kg @ BABEITMBBRIET - /NEIR2 X
DIESMERD - DUEMIEHAAZE - 45710 mg/kg k50 mg/kg sapropterin
dihydrochloride 8 B#IE= R HAT BRI T -

BEN TR RERSHNER -

B eV BRI

Tetrahydrobiopterin @BERAEHMYE - Hofh ~ IRWRBEEEMKSIZHINEEM TR M E -
R AT B —EHGHI ol {Rtetrahydrobiopterin & EE R AN B i A HEZR 72 B HER -
iR KRBT 9E 88 3R sapropterin dihydrochloride BE$9EA 4 M tetrahydrobiopterin # IR WE A
ERAH  BEERBRENAZTIE -

#7310 mg/kg Wsapropterin dihydrochloride ZC,,,, FIZEEITE258.7~295.0 nmol/L -
AUC..oHIEBERITE2959~3159 nmol-h/L ; 4720 mg/kg tHBEMHEEIZAUC)..,3603
nmol-h/L -

R/ 7

KB AR AfIsapropterin dihydrochloride #EBEEH® KU - FEimEIE - KEF2BISIRERED
FHMBFZEARI5 NR(FEE3.3~5.1)  Tipgy BEEBLIS N -

A fysapropterin ¥R RARKI3.5 /MK - Mphenylalanine £20~30 /)5 - AN BEE—
RPDERRA -

R/NERSREE IR E fe i /Rsapropterin &R MAR T ZEXEN KB - TRZH/NED -
sapropterin BB T D MEIIRRE - &5 P M hEAtetrahydrobiopterin RYIGINEL
phenylalanine hydroxylase &GTP cyclohydrolase | (tetrahydrobiopterin & Z iR ZRE
TRER) FEUERE -

L/ BEER

Sapropterin ( tetrahydrobiopterin ) £ M # &R s dihydrobiopterin Kbiopterin -
Dihydrobiopterin X & # [z #& sk tetrahydrobiopterin -

Tetrahydrobiopterin 2 —Z @ W pterin, isoxanthopterin, 6-hydroxylumazine,
sepialumazine, 2'-deoxy-sepialumazine, sepiapterin K&2'-deoxysepiapterin - BER &K
#EEHEPR - O BRsapropterin dihydrochloride SB35 Rlpterins Klumazines FIFZ U HI R
BREEHR - lREEE4 E/\FR - KBl sapropterin dihydrochloride & ¥ M pterins
lumazines WL REHEL - HERTE24~48 /N\IFERZEEHFL - Biopterin 73
tetrahydrobiopterin 52 &L RE - A2 EIGEEMIAB M E4 B/ AR R B KA
Bk - MERIREES L -

B Rl B E

[\ fE R A B

aAERENHBHA fAZ BE(PTPS) : iESABERRIMAMHME - BHt14 UBH4 TR=Z 7 7K ik AiE
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BE - EBAEEER14 - 6.0 mg/kg/day - 21§2ﬁ%"*“ﬂg7}%0.38 - 471 mg/kg/day - TE#
ﬁ)\?&’“%ﬂ: R M P RREEREEIER120 umol/L - BERBNIR3IFEE204FE -
ABERERAAIREEEES(PAH) R BE - EEAE BE@FH AT - 1BHE25 IPAH fh=
BE HP13UBEHBH4 BERESE - 113 AIBRESA12 1#EXBH4 Tablets JAESHENR
%J(Iow phenylalanine diet) - E#R/AEEIE%3 - 10 mg/kg/day - ZB#FHE51.63
-10.47 mg/kg/day - AL MPERRERE AR EZFER NIEZZRE - BH4 BEEE
ZEIF -
S ERAERBHBHA R> FBE(PTPS) : AREIAMITIEHE1988 - 2001 FiEH 10 AIIEER
B R1I2UBHREESRE - LEAERE  RARESABENERTNS EHAE20 5% - 18N
£7%52 mg/kg/day - #FHEIE%1.78 £0.85 mg/kg/day - RHAERBREIOE L LR35 RNE
ZaE - BIRMER3 - 4 mg/kg/day - #FEIE 52 mg/kg/day - REBEFTAERABH4
Tablets ‘aEEE - TEMBEST - MPXRREREEER120 pmol/L - HB21 iIEEE:
RREBEI10 F -

BRI
131 8%

2-1000 LA FALU-PVDC ~ ALU-ALU RSB E 5L
13.2 ZWEA

BRINEER -
13.3 @EFEIEH

BAREEI2-8°C : fEHILLIAluminum - PVDC r5581% - §R108E - 8210 K
134 REIEZFIE

Sapropterin dihydrochloride B2 - BEHEAaRKIE - R EEFRER -
H At
EEIRFR . BB DSARKRIREIENMT -

MEERNBIRAT HEHHERRBEEI7 215

ERERBZRNHBIRAE aithmEeEEREH3R1418E 27
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