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JIETE P43 ( biliary atresia, BA )% L)% L i ™ 2 AT H 5
Grpems . —, LU SR T 98 5 FAF 4E A0 0 REAE 5 inAs
T AT Wi 2 B P TR AL 0 T3 bk R TS, H
HIR B2 A, T ARV RCR RAE, 7T 68 512 Wi 75 7%  Kasai
FARPRUEALFRE SRR AR LT A Ko HlT—Aa o]
SEIEAENG IR YISl A7 148 B 2 24 T R T e i) ()

ARG P TR 5 30 A R A G 5, B T A IEE 25 T GRADE R
Gel AOAE T ST R4 ) B U4 HfE 7 00 3 HEA T 0,
JHIE A 81297 TAERLE S
1 EX

IELTES P — g R AS 3 £ 352 B T P &M LS PR S P
A5 SO IR AR KA T 2T 4 A B 2 PR A O % B LA
AR
2 RITEE

IS BB e B R RIMBIX 2 5o A F R I AT B
TFRIE: AR RS 2 A0 0 & R T RS, 15 0. 51/
10 000, ¥ [ ; 0.60/10 0007, B +-: 0. 56/10 000, 4t 2. 1/
10 0007, HAR:1.04/10 000 . HR[E AR BA B EcdESiT
AT, T E A X 1.78/10 000
3 kB
3.1 Kasai % $%JIFAMBAS PR AR R 6 AT 40 750, 1 980
JIEL A5 P B (5% ) , A5 A8 AL RE (tree-like ) 1 25 554K ( cloudy)
I 20 ISP (3% ) 5 TS . JIF T TR PR 41 (92% ) '
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(1gM) FERRR 25 RS (A 2o 0 S S 1) o
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WFERR L ARG Kasai 6 771l R 73 AR T RUAR A M
Bl s 1A TFAE AT B85 TR D AR P B (1B) o
4 lEARRH
(D) B sE e iR iR G2 A LR T 2 4, = LR T 3 i) L 5.
THIB G PR B, I in e
(Q2) B OEH LR EAW L6, ROMEERIE A,
(3) MEFMZIE , JFF I IAh R , B Ak o 5 452
(4) TR LR A KPR S ECE AR BUE R KT IR,
HEFERI 20 T BEIER IR 8GR 5 = B UL, A TR G
FAEBO AR RN, Tk — PR A2 (1A)
5 ML

JIETE P B I % 5 57 25 43 fik (biliary atresia splenic
malformation syndrome , BASM) 2 §i5 IFL 1 PA 83 £ F it Atk W JEZ (A
JELTCRE V2R, LB AR, Ui e B i K A K
TR R bRk S AR ST Sl ik | A RE % 57 L e AN L
SR T T R g U e FEZ R oA O 2 7 2% o G e 2 I P
BB, BUR 22 SR S F O JE IR S8 LA 5 1
U5 A AE R sE R B
WER L 3 MBS ™ BRI EL, BUG 22, RETH A
PP AT Kasai FAR(1C) .
6 HE
6.1 FMé+ REEMHOCEANLOE®RER,IE
WP OAFEEEERE, BIL I FE 5 5w e 17
TEZE ST, (H2E R 0 2 RE G SR M AR LR S i =, S 2
HIRTXE R0 & C 2 7E HA g R LS5 E R, AL E G
DX T2 IT I, KRREAR T Kasai TA HlE, S 1 AAITFAEAF
gle-el,
HEFEEI 4 FE ORI A, Je R T SRR L I — 4>
AT, AT DA IHGE P4 Kasai AR H IS HERT(1A) .
6.2 RF JHAMEEESH A RISk R 4
WA IRE . AN SR AR ] 25 AN KLU, B8 AN T L Bl 3 1 B2 /N 1
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WEEL 55 KA ] T I0IE B R i IH2E I S
W) B R R T B R R AN, U 4 T B O T AN 0 A A
(1C),

6.3 feakiEd SRR EN R TOERE, fin s 1T, K
W H AT R AE 5 107 R 2T K 2 LA 56, mT X 29 2R LA
SUR 2 ) FOPUY =S

EEER 6: LB IR 2 E, R Io ], v FF WL 2 e L
MR R B EH(1C) .

7 HEhKE

7.1 it ML E KT THE =300 mg/ml, %
JHLT 2K M ZL 2 50% LU _EmE, wl fREEIEE A 81 . 2
LA (GOT) 2N RGBS bR, GOT 3 5 vl FR
NEAEARRE . L3 NE R T v 4R A DL A5 A0 L A JHT 200 Jf 462 5, 1HL
HmEERL™ .

BRI 7: M5 L ZE K- TR =300 mg/ml, FAZARLT K
5 RHLT 2 50% LA b, P GGT K P45 1 i ik, 17 5 3 1 5
JRAEAERH (1A) .

7.2 RExE ATUREMA IERAERZEER S, £
BB PEER A P4 g i IREETE A 0AE sl Bk P
PR IG5 34 2 TR . T 17] X 2F 4 BE S AT AMIE A £F
HEALTR BRI TR B4 XA TR0 75 2 S 448 5 X 3sR , A7 70 D0 8 J3E
BENRGA B, BRI PR L I B Bk BLAR B3 KT R 4F 1% R
REZE B L B AR 2 B RH G P B A IR IR A 5 I B
B T AR HGE P B L, E s R 2457 . FibroScan J&—fif
FETF YU AR B M A5 B i, R DA U T £F i Ak A
e S R P B 5 A AR PR B R A — s E

HEFF B DL 8+ A8 A A SR I 1) £F 4R B, MR8 25 0 A%, T
5 ML AR 546 22, RF 3l Bk B B, JFF Si 400 s s, 0 786 FEE R
SERRIA B (1B) .

7.3 FEAHAEEFIERSE HESGES TR R
R, ]2 RN A RE o e 5 A IR VR R B 0 O T i %
2 BT R .
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£ RE AR P A DL AFAIMIBAE B, 300 B R 2 2 J1F S1MIE A5 445 44
% RIS AR (P PR SR A
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IR RN AE TR, H AR, RER S W NE 8, &
Ui JE A T AR A S RS T 3 A Al PR, 75 2 S R e sl e
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A TN,
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JHPIRE Y SARRAE | Citrin BREF SR (2R AE 1 2 ol -HUREH
Fipe 2 i SE R ME R R A A IE R s
FEFE R 12 U PA B 55 JIH R B JFE 9 TG 3 4 51 B, m] AUIH
B R KOS S a7 A AfRiZ W (1B) o
9 Kasai FAK
9.1 ¥ miE WAITGIZWIOAIHIE P, A LT EERIEH,
AI4T Kasai TR,
9.2 #R4E (1)"EMLF4AL, AT KTT Kasai FAR; (2)
B ERTE , TN SRR 22 FARE A E K Kasai FAR;(3)
JIFL T 65 55 0 47 4 2R 2 48 SR IR IR T P 43 7 L, 2548 Ka-
sai TR,
9.3 FAFX (1) Kasai TAK; (2) B 5 Kasai TR,
9.4 FARFE (DHAMEKTUN,ZREYIFEETAR PR
B (2) MR VIBR IH %, 45 FLH 48 55 370 378 o , 188 T /5 1) 3
e B, R 1 VR B oy 3, WA BERT AT I AR 5 (3) MR FIAT 1130
YL LU B FL B R YA SR TR 2 D K 0 1 kA3 S
(BB T AT W BEVI M Ik 0352 , [T 1 TR ET 20 2 P 1y it 741
TRGA A AT T TR IR ARTAL , B 5842078 5 (4) BT BRI 1307 53 1
LR AELL LRI, PN AS 1 8 5 1) i Bk AR A, 3 TS iz 59 1) 4
LY i) SR N1 11 M= Y DS M TN 110 B = A 1 o =9 2R
I ; (5) B Treitz F)HFL G 15 ~25 om 40425 B DI, (- 7 25
JH3Z 30 ~45 em b= AT a6, 451 G R TE 48 = 1AL
(O) I T-Z= W& BT i T e G a e (R EA TS
TEI TR b B S AR J5 A A2 T A0 il ) |, 77 BE 55 T 0 2 T 4%
A (7) KRS I R RS DL N B 2L 5 (8) 5 ik 5 )
T T A M B e
WERI 13 MR P A5, T T 4E S sy BRAIIC , W 1 T 3e
AR I T T-25 W) A IR S 30 ~ 45 em(1A)
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9.5 Kasai RIgH%

9.5.1 #tFE WERITAAES UL, MR A HR L4
PSR, Al T R 2 AL AT R )y
WHUEARRT)A 24, R 1 ke 4 mg - kg™ - d' R
J5 W TR SR T WA R R, 1 w/d, IR 4 R R
2mg - kgt dN R4 MO L mg - kg - d7 R4S
52,y 2 Jy AR e AN T ARG IT 0 0 kT 5, £
A 10.8.65432mg- kg™ - d LT ds PRI R A T

2mg- kg o dT R4 RN mg - kg - d 7 R4 S
5245,

TR 14 AR5 B AT LA B A IBAE Kb, HA 5tk
EH(1C) .

9.5.2 #uAE AREHHKHEESALBEAE T2 A, Fich
P =103k 3 ~6 A~ 2,

WEBEL 15 ARJFHH =R IHFTHURYSAT (1B) .

9.5.3 Alpezh AR AU A AR R A, TR AR R S
V5 FURE R TEPERET R , 38 VTG 30 FFT 400 4 3 A P 0 5 2
o HIRAELSAARL 10 ~30 mg - kg™ - d ™' 2 /d, RIGHEE
BT TF4R R, — e 2 6 ~24

BRI 16: A5 14 8 2 EUIHFR K i I H-HERCIRBL (1C) o
9.5.4 KA HEEAEET S S A BESRENEDS S,
T IRAR TR B ICRE 465 A 10 eht DR Hh A A 0 T 5 e 2547
52 5 B R T S T 400 L JE A 7 300, ik 2 458 405 I J 30 48 i I
B SETTIEI A0 6 2 C BRI, TR AR T

9.5.5 BEWEALAFE  AJGF LT HHKN T P EENS R A
NewAEAEE R A/D/E/K,

9.6 ARBRE X (1) iBWikmie: JoH AR YL & (>
38.5 °C) HHATVESINTE RAEE (A 1 SRR TR 5 (2)
A 28 4001 FAIIEAS 46 (<1 AT L fE B K, R AR R0 IR R
PRFE A, W TUIRIRTE AT 3 A T/ IR A i T AR 2 ik
TERTAR BB % (> 1A H) R0 IE e, BT
WSS S B, 10 EE JFF B A 5 (3) A7 « MM AR 8 32 , (8 T X
U U B BB AR 2, 2 T2 T R R 0 = A Sk A IR
A S R TR E RSN RERE . X TR &
AR S 1) H L, IR P A 5 2 75 1 T MR TR B
FENFREER T

WEBEL 17 ARG RN 4 MO i E 555 R X e 4
BN R BT R (1B)

9.7 REHEE (1) ARJFIFRIBEY KM, ol L AT
ST, 2B BT e I A ¢ I 52 S AR, T 47 25 B2 2 T
HEASSIRAR s (2) E AT T A A7 I, B4 G 80 Mk i 7k
I, A B A, 5 4L B REAL AT K A K (3) AHE
AT R B D REAR 4, HUL AT B A I 25 4 A0E , 2 1K 30
0 ko R P E 5 (4) AR I I P g 8 A 41, T T 4
TR AR . T s S0 I PP Y6 8 0 DA S B0 O R 7
50 T 1L 4 B

9.8 5 FHEMBITUG A RS UT B ZA4 % B K
I PRI T AR e ARG 52 AR A 46 7™ 28 T Ak £F

efg>
9.9 WM () WEehdiaT =14 d BBJL, BRI
T RE T B AP AE PP VR YT T 2 A SR YT S TR DR T A
WGTTHT 4 BTG 4 G Bl (2) X TR syt <14 d
R L, RTERE T H P JC2E 2 5 DAL BE NG S B TR VR YT A RS HE A
BeRh 5 AT S BT AR5 (3) 0 T/ A T I AR
U SR IR RE B, T AR o o U 0 P 1, 0 2 AR
G REIRAIT B9 LT A % A BRI K S S5 45 e Y
IR L B o o Kt LS i ) 7 3L, 9843 LA A 25 45 KU
T 17 7 DB 3 TR
10 FEis

JUELTES BT B LA RN 5 9% 52 4, RS 2 IRE V7 . 251
HOHL T IIRE AT . TR R L AR U B
U BE MK 2 et B 2 B IR AVAYY , B LA

P4 USR]
HEFEE W 18 I MR L Kasai AR J5 57 A 39 Bl 15 B 61
(1A)

11 FBEFA

W48y )L TR R AR TS ARG, a8 1A K % B AR B 1
HOLED S N SR L AR AR TIAYT R AE 2 % Z B
T A PR
R R 19: Kasai F-A 0 2415 4 JIE I8 A 800 1 1 3697 7 %8,
Kasai TR H I3 08 5 T o e 2 AU TR b AT IF RS A T
ARIGI7(1B)
MR 20 IHGHE AT LT Th AR AR I Y 1 Se il AT I RS
HIPEAL (2B) o
1.1 FAMAFREREEF Rebiu  BHEH PR TR
38 O UE N < JAR B A AL, 208, 1 TRk R R B R
THAGTE I, 18 M P 5 R 1 AR K IR 4% R EAE I 28 A1k
RERAEMIRE R LA AR I IR OIS 40 i) .
Fifr BT AT — 45 s JUARHR T AT TR RLAR ™ o IR 38 A
Kasai RJ5 3 A, WS ALK > 100 wmol/L, i % i i 17
IS AR A, U0 S M IR 2T 2 A7E 34 ~ 100 pmol/L, 5 #% 4T A
15, AEL IR ST 38 7 850 AN 04 My T s Ak a8 2 1T 8 ks
JE %7 FEATIF RS AR BT IEAS ™ o Kasai RJF 3 AN, W H
ARG IET FEARG 10 FFIEBH B ILAEAFRN 75% ~90% 5
MR Kasai RJg 3 MO R, RJg 3 FMAEB A EILE
FFR N 20% . Kasai AJ5 IR 50T LB E TR G 1.3.5 4F
HEAEH(80% S51% 23% vs 92% 16% 76% ,P <0.01)
HEFEE I 21 HIHE A A Kasai AR5 FFRSHE T AR 03E I UE N - K AR
PR AL, JTFRE08 , 110 K e R P50 s B A ) o, 48 1k
T B AR KR S VRIEAE JHIT R G AE R B R AR R IRAT &
(1A),
HEFEM 22:Kasai RJ5 3 DA WRLAHLLR > 100 pmol/L i
IR I T AR PEAL (1B) 5
1.2 RATpE 54 IR RAR FTIEAS 21T IS 2 3T
i EFRAR B VS, O B DI RETEAY B AR REIEAY, O s DA
VAL, RS RUB PEAS , DA B2 M T e PR S B i 2 . PR
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AR T S BPA 5B £ LB o, AL 364G 75 OB}, B 32 W , 7
T IR , AT, FERS A I RAE S B IR 28 T3 Y AT o
M I AR A A A I I A8 S 0 TR AR i 2R 47
Fe AR REAS 0 LAV R I A7 3 LA MR 28 R 8 2 T 1Y
WG o T AR LSRRI o VR P e 2 P EOR Al T AR BUY
B HAER LSRRG WA o B %A T I f
AR, K 1 B B LA VR S R, LA L X0 7K
IR T TGN I T SR P O 7K B 4 P K AR R TR
(TIPS) S HEATARLAITF T o ML B9 8 L3 4 75 A 3 58
JEFBE AR RS A AT Rl o281 RS AR IS 422 R 2 1 O 25 5 9
TR GE T, EB R A A0 0 7 T 30 Ao 0 7 e S Il 3 2
R AT, X AT I A% M TP A 14 T A 36 32 R 7 244 16 47 10 190 A
5o X T PRI RS ML B A 0 S AT PR 40 0 B 23 A 15 0
A

R I 23 : PRSI T SO 52 DA 32 AR 9 T O o A5 2 7
FeAS R (1B) o

R E I 24 PR AR BT VA UL SRR B, 6 B 4 T
JkE IR HRAYT (1B)

PRI 25 IS G B I 1R RS R i SR, R AR AR
ST S A 22 (1B o X A S R B 38 T 422 o 119 £ L AT ke
PE B RIS 1] 22 HE(1B) o

11.3 FHEF ARG X AR AR IR . 28 RO 5 18 ik it
A LRI , SRR ) | e s R AR 40 o 21 785 5 (i
BEER RSN ) 5 TG AP 2 KT . PR ML T AR 7 =K. 4o
AR, IR, B SRR A F, IFZE SN, 222K 1T,
AR CHEBORHEIF K 5 Ja e, SRR BE . 4632 i 75 R
A RULIFRS A AR BT ABO I BIHT AT E DZAR T 1:165°% 2 %
AR B9/ JLAT 0L 35S 45 BT % -5 0 5 A ) s AR 45 f9 ZN JLITF %
A AR L 2 1k B R AR A A7

HeR B I 26 : BSAR Y LI ME ORI T ZE A0 L R B4l L 42 3%
MR FE(IB) .

1.4 MHBHEAEEE IFBHAG ST b g5 a = & 7
TR A R B RIEM G R B4 ORI A TR BRI L ke
T FUAL T 2 FIT 9 G0 8 400 4 590 i 4955 WA S R 4, TR MR
J e S0 ) T B S e A 0 25 W B R I Th B LB
AR EB i HBV L2459 SR
HERERR N 27 : T RS ARLA S (0 T L5 VR R 0 4 39 ( CNT) 26
ERRIEMHI TR (1B) .

BB 28 MW TENTR ARG 3 ~6 AN HRBER(10) .
RN 29 T RS AR J5 7 A2 U0 M 00 = 2 A 3 400 o ) 25y ik
JEE L E LS ShAE B AN R BB R HBV I iR bR A
Yy B RTFIERE A (1C) .

11.5 JeEA8F#aF KiE B8R LUFBERE
S AEAAEAR N 82% ~98% O JHIE P B LT AR G 10
AEHEAFR A T1% ~90% ) 36 [ Xt 1976 {5l IF i P 4 1T 74 A
SBILHEAT BT, 10 4R B R L A7 5 N T3% , L AEAE & N
86% ' H AR ALY 28511 B AN LI R 28 L AN

MY 1.5 .10 15 F120 4E 1 EF 243514 91.6% 91.5%
87. 1% . 85.4% . 84. 2% 1 90. 5% . 90. 4% . 84.6% . 82% .
79.99% 7
R 30 R A VAT B A BIUE R AT (1A) .
1.6 MBHEAAEFLE BHEA(REIANTAN) EE
I 5 A3 T S K R TR S 1D B A TR B W
HER T PRI B 20 G B B e A EB g 7S
P SRS B RIAR KA BRI (3 A A LR IR AE
AL TS0 DK A T L 10 9 AR T 80 T o ik 2 e ik
AR A B AS U U S % 41 ok 500 A I AR ) 48 A
PRI ) e I A PR | e 9 4 T8 B (A % RS A L Y A Pk
PRI o
R 31 oA HH B0 I R A I 3l bk i A T2 AR
I TR AR T ) B AE HESF e e 2 B R AR R
#i(1B),
12 #5iE

A A B PR B 0 T i IEGE PR B2 W B YR Y T TR
T o TE R Ry B , BT IR PR B 12 T SR T 18 I R A
R, A S8 ¥ A 5 22 () AU 1 adE — 25 0T 5% s TE R B, 75 7
A Ja TAEH AW S5 BT K oeE

HE HBE(RETILEFER),IB(REFTHE—FSER),H
H(REFTHE—FCER), B (RETILEER)

(REE SIS 58 TiEm (08 JR) Y RFEZERSH R B L
(BRERHEHR) TZ AT - FRHRAIRAK(Hi2s & K5
IWEER); FTAR(EPHEKRFRAFEFRREXLILEE
)R RETFTHE—FCER); R (GHEFKEMH
B TILE ERR) ;B A (P AHKF T EF AR
ER) ;@b (REFTH-—FSER);FR(FHRXERBEE
) ERA(FARFEWER) ; RMA(LTEREERRK
BA—ILEER) ; ZFAL(HIKFEFREWBEILEER) ;¥
BR(RHATIaZILE TS ER) ;2L (HHIUHBT AT I B
NEER); F7H(FREARFHES —BER); 1R
REHKRFE_ER);BER(LETFTINEFER) LT
BHEILEER) ;P MH(RETE—FOER) ;440 (Fix
XFEFHRMWBEILETER) ;AL (HFERARFHEILEE
) ERCRINTFTILEER); TRL(LARBRFWES —
ARER); EER(LERFWBELLER) ; EM4(HFMNKF
WEILEER) ;M (GHRERRFHBILTLAEER); L%
(LB BREFEFRMBFER) B (HFIXRFEFR
WEBILEER); HEX(RMNKXFE—HWBER); HRIFP (W
NRKFEBER); HRLE(FPLAFWES ZER) ;2 FE
(M LEEF FO); A (REFTILEER) ; KA H
(EREMRFWBILEER) ;KRX(KXAXFFEER);K
SH(FTEEARFIWERETER); RSE(GHREHKRER
JB b AE B TR)

MEImPR A EHEFNREEANZY R
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