115.BY & BR ML AE

Wi

Fit S R MLAE (tyrosinemia) 2 HH T AR ZU BRI &AL HUBGHRIG, SIS MK
Hh s SRRV BE v, S [ R A i P SR T 3 2 PRI RER IS IR s, i 2
R IE 4y N3RS AL . B BR IMAE 1 &Y, oM AT IS 2 BR MUE  (hepatorenal
tyrosinemia, HT-1) , SNIEAZRBE 41 L FE /K f# G (fumarylacetoacetate hydrolase,
FAH) SREERTEL, DA, BRI B e 8 A8 g REAE o B RR IAE 1128, Dk R
RIS (tyrosine aminotransferase, TAT) SRFEATE, DLA IR 55
WK B V& Ja NRFIE . BEEURR MAETITZY, MRONZE L, 4- 22K P A 8 0Un 4 iy
(hydroxyphenylpyruvic acid dioxygenase, HPPD) SRIEFTEL, LARIZREHIAEIR A
FERIN . ETRARRMAE [ 2R GH0EAN 8%, BxHERaERR, A0k

TR AR R IAE 1 A,

T3 B FIRAT 6 2

NPT 5 118 2 2 N B Bd i S R T BRI AS 1Y BRI N & e e
Ak, ERZ B B EIRRM R EARES MR AT, 2RI RS
B ff i A% 0 il — AR R K . FAH > T2 29°880kD, /2 B S IR P fif i A7 e R
Uit I, L GRASIE R T Ytk 15q25.1. FAHKGAESH R L 2Bt 2. %
(fumarylacetoacetate, FAA) 7 NIEHHRIRM OB AR, FE[H A% i i FAH
A R BERS EL I RSB, S AT R T EAA K FLAT AR YU BE I T R R R RN, T 5
B BAME RGUREIR. BEAL, BRI P EE AT I K A R, -k 4
BER (S-Aminolevulinic acid, §-ALA) HEFL, 5l INRERE AL

R MR AR [ B G ARSI AL T, A28 91/120 000~1/100 000. 5
B B AN AZ 1/150~1/100. T BEIEFE 2400, Bk (g4 0 2 B i 2
BRIMRE T 8 03 7238 2 ) LRI 3R 21 1/74 000, 25 2541°41/60 000, AN, fEINZ
KIS H A LR R LI N1/16 000, HETAIRLA N1/66, H [E ik
DA RIRAT o 5 TR
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I PR R

P S IR IMLAE T B RO R0 T 7 A 2 e AL ISR AN 2 e Y, DAFFIE
IE ARG 2 RNFERI. SVEREAFHH AR, RERITZELS N
FETs, WatE R ARG R B 2 AR A R AT 1A 74 % ~96 % o ARAFBIG FIR YT 1N
SRR INE T LA ) LT 4 e 1 AR 3R N 17 % ~37 %, i T IR A Rk
IEARVEST RIS ) LH R 2 AE104 LARTAET:, JERE H 2 DhRe sl . fa R
45 S B g

SRR RR . ERIE, DL DR oy E R, IR
FRpP R, BEyEL KR BERK. R WERE. FTM. i LA KGR LE . E)LAT
REHA & B Bl B A I RHE M SR . IFIES BBt L A2, PT. APTT
A AEK, ML I, VI, IX. XIFIXIDKSFFAE, #h7e4EAE R KJG A A2 IE
JEThBE vl nl 4k R K ORI AIE e, B LR /R 2 R RS b . RyA
J7 8L T B s T A B D e SR AE T

W PEAEE R 6 H B2 I . BRIFDhREA RIS, BRI INE
DhRenHE MMA RGN E, HHEAEKR B, InKR o] WL, Bk
BEIR . EHERRIR GERHELREIE) « KB MAEVEM B 55 . REVRT M atE i
i J A 17 PR 6 LR A FHE A0 s ) XU 88 o o S8 LEE AR TR o R R R i 2252
FRaGKAE, HRBULT St SEn iR . A R UG AR Z FIIX
SERTIREAR s LIS, G, ARG . B R I A M i
SH, DN E, FIEA G, B Lo 7 i i B A g 455 30030 4 £
TR FRIRAEA B EE SR E R, Wi R E . LalidE ., RS 4
1/3 )L SE SR AR HBUVLTK A7 B L 2 e, /D0 L m] R AR i 2 v T
BPIRALSCFE, AIRES FEET . AR RIE— MRS ~TR.

HWEM A

LA AT AT /MR . R s b S R e reik R I . A2 R
AR . A K. AR S AR A B W SRR, LRSS, &
DR, 2R A8 B RS, DIERSRRRGIY m, A MR AR W, i)
RERIETPT. APTTHEK . INRFF&E, HEMLFTFI. VIL IX. XUKFREK. HAGE
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K B35 T

2RI VR R AT I BB R L BT IE AT R 00 DA B U € - R AT PR A
AU 3 B /R 35% 3 T A L 00 2 12 D 7 U B IR T 7R e B B (e 4 7 0 o I PR 2R
W, AT PR AR AR, HER. 92K, BER. BERmN
SRR . TR R, AR LR ISR A L S S B P AR IR . R
BB R E, DIRER. ANER. HEBRMARREAN T, REENEH
RS BT PRA HUER 20 BT rT A 2 S R AR, B4R BN IER . 4-
R FLRR AN 4- 2 B 08 IR IO HE B0 I0 . B% EA IR DA I A0 Dy 2 T A 1) 42 R
b2, ATRLE I A ETVELE L PRARAS g AT R I, SR EE G 74T A v R A
REGSWIANE, (BB = 5 i R BB VEAR L, R - 5 2 T it 3L
RIIPESE R o 5 ) LT UK 75 15-ALAHE H 2 B 3 v

3T FAHSE R FEASHEAT RO, 7T R BLFAHAUEA SR 5878, 1 SE e 3 R
Fr, Bl ©& R EUR A EIRH LR TR BYIL RS Z Y
o I PR SR IR 2R LS P £ L, A SR A i B R 58 5 PR R I 5 B2 — 2
BEAT FAHBE DRI IR R 2%/ 56 52 40 A

4 0F K L 200 L B % 1 B R AT A 4 L FP FARLYE P BEAT I 5, G B R R ER
R AT LAS o

SHBFREBM P WA R, A% AR BRI S, R, BRI K EL
[ P AR AR W, o B AR RR B X R AT L AR A O

6.7 AT IS W m FH2F 7772

(1) W F/K R B BEFABE I IR 25 &, 245 /Kb & & > 60nmol/LIs R Ay 574,
—JRAEPRZ2 12~ 18 JH B AT 121 o

(2) FERREM, SRR RPFAHRER AR R0 05 O A, I R
VSR IR I PIRES

2
Mg s MR IMAE | R KR IUAS BB Ry ek, 012 7 BB I Il PRAR I 45 & R ik
SEAG = A o

LRI IR, A A TOE, FiaE AR, AIn B &
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H] WAEARHBLEAAE, RBHR IRE 1 A 7

2. MM IR &, R PR &, 4- RN TR . 4- 2R R
42 HEIR ORI

3. 0055 PR 35 3 o 743 34 v

4 SEDRRS I A BLEA HE 1 58748

5L Wr

Mg R IILAE T 20 75 2 5 A I R ILAE LA A A FFE 5 200 o s 753l 4
BNERR TR AEAERDERZ MR EZ R . SPEMA R GG R EA
TN L U S MR 22 0 e SN S el 1R Gl U ST i E B

i 2 R M AE 11 ARSRTTIIZ B8 5 9 As 2 7 AL BRI L 74 B <A w3 EAQU 4, DRt
HBA R B, w0 LAk AR AS N . BRI MAE 1178 fH TATSREE 51,
B PR S R KT 3 T i T AR S R IR IR KT I FRAT LR 20 H A LI 2
BRACH P a-Fe I N EAIR . 4-F2 5 A FLIR ANA-FR koK 20 1 HEHE S 0 LA S A7 £ /b
RIIN- LB A R AN4-Bk . BB R EVE)R, IS IRITTE T A5 51 A1 iR )5
St PR B AR S, B I B B A A (1 A A P R BB o P R IfE TR
HIHPPDERE 51, OV, MEEARRT e, PR P B R A 0 HE 84 hm,
IARRILARE « INFVE S AR Z RS AE RO £ o BRI R AR N & IR KR
A HCE TR -

FCARARI I I 75 S50 B FURE MUAE « BB VE BT 32 SOPEL, 6 XUBIR
gk Z e CRUJE S VLT AT GRAZARTE . B J LI e W 4 i vk B2 41
GURINE 2 AE . ZORLIRANII AR L Je R IERESEALFRhG 55 . X LB L I PR _E R
SIS AT IR 0, F AT R R I, I8 S R L T S SR AR
AR T, RER L PRIEEAE PO R K700 5 AT LAREAT %5501
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M 2 R I T B2 — Fhmg va o7 (1 a8t 4% AL, HPPD 0 1 77 Je # v 4k
(2-[2-nitro-4-trifluoromethylbenzoyl]-1, 3- cyclohexanedione, NTBC) w1k #
VEAR K TR BE 2 BE 200« 38 W Rk 20Tk 21 S L 55 R AR P M B BT G 7 ) 25
B, IR AR & ShRediif , [EREIRAS BIZR AR, B a s, fEmEmrs,
H T AT A0 B e (R A e . — LIS SRR IE T 21, BRMRIFAENTBCIRYT
3 EFDAHERE I UA 7B N Img/ (kg-d) , PR 2. TTARYE B BRI v 1
WA ZiRE, 1% DL Bt AR e i B i n] 25308 H 245 1Rk NTBCREIMEH /DL,
FEAFERE W IMNON (B0 Hr PR TSRS, e TR T A

AR TER ISR )L, HNCR KER R . IR AR E, R
MBI RN <25mg/ (kg'd) o FEARIEHZNTBCIAIT G, A& IR/K
SERFEETE T, D o A AR S 0 250 A BRI PR B R R R AR T =R TN

FENTBCHI TRYT B A RR MUE 1 AL 0, Me— A iRy 2o AT A . X
TIEE I DIRE S . SNTBCIEYT TG A 20 M B RS ) L EE, B
HER AT HF RS AR . HFRBARLS 75 BRI S e ey, RIS RS ARG (0 B3 TR 2
/NFIE[0.1mg/ (kg-d) INTBCIATT, B 1k FH T I8 R0 FR P 3% BTk 74 (1) e S A7 A
173 B 45455

HAM IR TT F B RESCRRIATT , R R AR I D) fe s ug i, 75 2208 A M
il S A IE iy, SRS R GG RN RE R ISR
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