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[ Abstract] Through continuous explorations of pediatric surgeons in different countries, biliary atresia
(BA) has gradually shifted from a deadly disease to one effectively managed by palliative surgery or liver trans-
plantation. It is imperative for clinicians to standardize the diagnostic and therapeutic procedures of BA children
to smoothly transition from children to adults. As promulgated by Japanese Biliary Atresia Society (JBAS) in
2021, English version of the Guidelines was elaborated for serving as references for managing BA children in
China.
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B A7 23 1] 4 (biliary atresia, BA) B\ — M B AMKRFHEH L ER AT LRI HE LS EFARFBHEA
BAEKENLEFHEZHANKERF. 20 #4250 £], B AH Kasai 3% & %5 BA BILEATIHITZE Y &
A (Kasai portoenterostomy ,KP) , i ¢ £ )Lty = FFBE T — & Hr eyt i . G A M, RE W% T 2
BA FANKER, KeTHBRRK AW KRR ER M E KT EREHN T 6%, 24 Kasai FAWH—F
wE . BRRAREKT HILy A B BT BT B R, 20 #4260 41X, Thomas Stardl 5 & 7
HREGFHHER, ZHERL -6 BA LY. WE, FHREH K Y67 BAWEEF &, £t %830
8, EWANLFBEBEARZES R E, E?ﬁﬁ%&’ﬁfﬂ@?ﬂiﬁﬂﬂﬁﬁ@ RERT FEWE R,

R BA BT BUR T B R 5,18 BA ZORHLE 5 B 7 R R J5 B4 3K % 9F KO B9 & 7 Kasai R 5

SR A% B E 2R RO A 3% £ (graft versus-host disease , GVHD ) % [5] #1177 4% [ £ &
NSREE, FREBA KM AFENRE, BEFZFH . FF 06K, FIEE LWL E //Uf}. kAT PRV
1o, Lk BIA L ZE I E R A BT IRA| 0%, R EXEE B, Ak, B KM [ 4 % 2 (Japanese Biliary Atre-
sia Society, JBAS) AR 4 2014 £\ JK 52 #% 45 ¥ %137 B 97 12 B W % i} % F At ( Medical Information Network Distri-
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bution Service ,MINDS) , % BA B4 7 \i6 97 ZEF TR R E T 25 ANl R B AL, 3N Al dp 3 F B
WP, X R T T 09 E W BA B PRI R LA, F T 2021 £ 5k, REBA BLHERS 4
N T BAWLTWEHREAU G EFEER AHELTAANERDT T, FREF2/DISHEZELLHF
SR A G EERMSEEBHE T2 LEHE B RS 4T GRADE (grading of recommendations
assessment , development and evaluation) iE 3% 5% & %4, T 2018 4 B IR T B W & 3 JE & A 402 87 X s 97 48
B, —FHAET BA RNV EAREY . HRSE, S AFCETHEATE N ERLRER, B L,
ENE (BRSO RN HEE) N RETEAC B, A L4 REERFITHESTE BA AL
WLkt w, AR IR (EEANERZERET)EENREN(EEAH LB E) U RERE A4 A
FERERVEERXRER)IATHE, NS BELESRBHELSES¥ Y, WV ENFEFWH —F BT
®ERIE

— BA 47

AR RIBA, KB AT O Wi MG 97, & EIAR 4R R & M 0 & 07 o, & 48 B A 2 8 th & F  Guthrie T
g EFRES, BARCEE A RS E) (LT AR, 2 E e FHEE 2R
AUREFHLOHEARGEERTERFE, —FAEVWN A LT X BA TR E(HRE,EERERK), £
GRNYMERAERKRAER LS XHEY, REFFHE, LFLEFRERATAEELELNEE
A, B AR A AR R R

HARWEFEREFONTHHAEC NI TET SHERH MR, WRXKBALTHEF LK ARZFEE
Heh1~35 NRREERR Y. WRZTFEEHEN4~T 5K 1~3 5,087 BA ik, FFEZIN
M. B, T LSREDIIURHEMETRPRERFEE TR EALEHEC T RO N 3884 RE
EEHEABLEFRDB BAW T EFRHAEV AL MBY I EFLERFERAN4 FETHRY
BA, B/ TIE4E M T o, T EFELATERNCF R EERTERK) .

A LT RARRE LR E AR EHELFRBA S ERREARBEHENR, TEERKAH A
FE A EAR G ERET B R, B — il R R I3 BA 4T K 5% B E 1 B E R B AR
FERERE, NELC AU RFRYGFHRAATOH " HEWN, W R -4 FE ALK N NILEA
FRRERE A, BEH 7% , JORFER, BV AEVAEER A ZLE, W RIFEETRA, T4 BA 5 H W
KmHATER LW (BEFEETEY),

AP EEEH N H#D BAWSIRE, TETEIEEEF A TH#AT, Fmed, b7 =T U BA
ZA AR FHATHR, MET U BA#TAE XX TRELA NI EXEEZ(EESE,LERE
1K) o % EIHE # R B AR % Kasai F R AT %16 42 i BA &A™,

BFIE 035 7 BA JLAr 75 80 B0 JE AR T, T 5 SR R AR (SR B ) S48
50T L HLBF 74 R 6 B0 BEAR 5 A2 0 S o R 2 4 40 5L 540 T 2 9 B A B 28 AR BLE & 46
T L AR AL AR R A RBR TR, H R B R R A B, AT AT <
6 FM BTG TEEXBARABES , 2R AHFHNEREAFHTEHRELER TN T, TE
SR AT A BB AL, B A T A R AR NP S AR (B R TR ER) . R R
PO, R AT ESZ B F R RE FEFELSRFR B R THMBRAELERY

PRl ER Ko RN, BA B WA S A R I R D E KR R F R
MEEF %, Kasal FARAPHAF T A EXRGYENER RN FEZRESRTH THMEHZ W B FKAT
EHER AL JEERBNFERESRETEFREZEMXY  REFEIN T BA XA W55 AH
— % W45 § X, J P ] 4 (cystic biliary atresia, CBA) #y i £F 45 {6 42 J An E A2 41 1 9 CBA &,
AREARAT ALK S, TN BA OB R SR DB 7 ik M A VRERIEFERHIATIBET KW
AT (BRI R EMR) o

Z BA %Y

MTHEEEREMTEBABE L, LAERHTELEFKRZ RN Z H &R, HEEA S+
I RAEW K A, 36 5 AN A RT R Bk GE R 48 £ R K( B 3% IE# R ERK) o
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BRABHATIFSHETU Y AN 0ET HF M Kasai FREK ZEZIFHHE AN 2 H RN, ZBIFE
o EELAK MR AFLETANRRERMAITHEA  RBAREFENFF LK. “EFHM
4 BA By AR BE A, o BA B H AT Kasail FR, GHFEFAPEEEFRAAS T R FARA
WEBEXEE RFATENEEHG, T TLRhEFWAMESL, HE60d N FRBT80% bty EHT
wE B R AN TR KA, HAE30d W5 H A30~60d 47 Kasai FAMEELHE 2
FU2, £EE BA BLW HIRAT AR FeEAEH B T H £ 30 d W4T Kasai FR(FHHREZ,THETER)

MEWEAVELNEH BT Tk, REZFXRBUARL TR EEMENEL FTEL YL
Ko MEEAMKMER, BARKTHD EERLHRER N, KT, KERE NI TSR EE
HETR, B FRBEMERE, PRALZTRAN D BAEFAEFTERE., BM A EAEARTR
HRATG— FEW TR B R ERE T RAEFNE 2 mg - kg™ - d R ERABIT, BA
EE-NARLERAR TR, EaHFSaEFRHEERRK ., 5 -—AEREALET, THRENE
Smg-kg' cdTMBILEBEERREEME L, ER AL ERKAEFEFE Y B R — T AL
Bt % RE T REBKERTREL, BB HNER4mg - kg™ - dEFEMFEEFR R G EIF A
HEHEREGS, RERXTRERZL N GHEHRREK RN EFRZ X RAWHREHN S,
HRTEATHRE R GRE FEBA SR BEMKRENARA, HEFE REAAREELANBTER
BEFFR AL RERZ LT (TREIEFET),

RE B K A& Kasai RJg &% WH9H K. Hoh, BT BB R Z KGR RN EKIE, Hi,Kasai
FREEHEWE SA TR AL, RBAETHBT . B ARG I35 B4, 4 B F 07 M 3 42 % s L 4
AEV, R EERMEAEFEEFRE AR E T REG, 0 H DT LA BA Kasai FABE 2 ~4
BHRERAMER, 2R A M(FHE, EBRERK) . REFHEN Kasal FAEFEHA =R LB ERE
EHATRENTG KT KMBREARAEZ ARG EAERTLNNG, TRARAR LT,

78 % %8 B (ursodeoxycholic acid, UDCA) 4 {7 FF FI I 25 , o 42 & AT 28 L - 0 o 6 O B A % 0% 8 35 16 A
WAL R, R EEH G RE R, R HEERE BRI AF RS, ARG HEA UDCA(H ik #,
EHERERIN) . RESEREVUREHE SR L I T F4EHA UDCA, #E X 10~30 mg - kg™ - d™', &
H2 K, H56~24 MR, RERFHLERE WO R UDCA, FELFH R ALY ERMMEES, FH
SRR EMEF G (A T EBmEE)",

TR B 4A 2 7T, Kasal FREE— G %488 BA BFEHERWFAF %, FEFRGMEH EILTAT
E_RFR, BEFBHEEARLEZE, B K Kasai FARIER A S0 & &, BT xE 2 AR T
B, FFREA, Kasai FABERE BIIEAE R FHEZ WEGIT R, %ok LI IE3E47 M 47 % 7 JE 91 3
MRAREL, W R F RN R EEN,EXH 0 BF LT — K Kasal FAR . #58A A, FEE B &
FP R RO £ RS, %t T BA Kasai F AR5 #E B 6 LA H &R Hetk A A s AE 0y B % 7T 47
Z ok Kasai FA(FH#HE,THEREMK),

= BA W3 K E

2022 4 fE 3 7] 4 Kasai RJGIEE R IT & KL R) M Kasai FARAEHEAE RSN F R G B K IEE R (U
REIANAAZT) BEREHKREER(UKEARI RAR) 2 5 BEER(UREFBTI X
TG HERE 4 XA BH-—FERERE R BARES | £ 0 KK EBE KMz L
FTH#EPE, AHTRIEERFHLEA K™, Kasal FREEEREXFEACEHTANEMRR 8w
B A ITHEE LT R bR B RS, B8RS B0 Z TR/ & Bk I KA A
HERY, Tk Aot RE, B, REEEXNTABMETEEEALEN, BA-—HERER
EHEIEORAFERAE(WHEFMR LHEAL) T EEREFRRENRE, EHEA AT K
FPAEH R RED HERBEATAT R I TR R T R EEE R WA £ (RIEE, T
ERER), REZTLRBEERETAWRHRAE R EIAEREZ 2 A, FREORLBEE(F2
BAEH—K), BRI R VT MR A Z A 6~24 AU

REREBERNEILL L FUMERT . KERFHEHE, L E AL R EHRKET#EEHNLY
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W, ERERIT R R R RAERAEA LY, AR EE D MMEA S SR AE, FARE LR
KRERFERAFERER(BRE,EFERER), EALFERERA DY, RDALT L HFRNITER
FEREFHE, GES MR RN, EHEE A = RN FH AR (metagenomic next-generation sequencing, mNGS)
FEOR R H AR N 7 E A R E L AR VE R, R Kasal FAR R BE R BORE AN By # 7 %, BN EAEATR
— B EARBERE VA THEE KL G R E RS HE 25 A 10 ~14 d Fo
14 ~21 d",

ERAEE MY KEE LER, BELTURANRA BB EEARAERXENBEER, H0EH
ATUREREHEAEN AR AT, REEEEPERTR LS NI ML @A 5 RE
A LRMEY KA, dTEBAREY K, Z M F R 5] A (percutaneous transhepatic biliary drain-
age,PTBD) o[ {k 4 & k697 7 % 3t F 5 /NI @ AL PTBD 7 & i k™ 4 K My kA B F AP Z
HEAFD TR, FEEEARSE™ . H58 =RV PTBD 3By AT W AE A T4 TR 1E 4 — FF b 7 fB 3 )
WARBEERGEY FEAEEERTE(FEE, EFERERRK) .

BA RSB NINEMNREZRRE, B T [T# ke EA RS F R Kt KR W oy A, ¥
18 N4 7 B35 W5 T A ikl 7K 25 3L (endoscopic variceal ligation, EVL) | 4% T ## ik g 5K %2 14 76 57 (endo-
scopic variceal sclerotherapy  EVS) %, B 40 91 , % 3 1 453 77 7T P 06 % 6 B 0 0 /5 76 oK 0 20 o
R, Z Rk KAREH 10% R ARR L, XB QP BEEFAEXTARENTNES FLEFET R
83% ', e, R A T kR B, 3 A B T R AT WY, B sk
JRGE BT I RELEAE, T H REFEMA (BEEEFETER)

JiF Jifi 4% 4 4E (hepatopulmonary syndrome ,HPS) % £ TR W Im S, BAF HIAT# kG E, B 54 T
R ERE, FHFRHEE A B o) s R R Rk RERI, HPS WA BT RN &y
7 (intrapulmonary vascular dilatation, PVD) F1 4 & % 41 , 3 % 2 7 & Wr 8 4 3 ik i & 4 /£ (Pa0,) <80 mmHg
(1 mmHg =0.133 kPa) ', ERKE K I HATHIT, KM W3R TR R a0y, FHHEZ T B &R
- R, EFHTHKMEAMMEN ENTEMAIAHPS, T B HEARIEATREEREE, HHE
W BA FAJ5 B B K MW 2 kot E i A, LR IR IUAT v 45 6 4E (B84 % IR L EARAR) o

5 HPS —#%, |1 Bk it 34 ik & JE ( portopulmonary hypertension, PoPH ) 4, & BA 4 if 4~ 3 & 4E 2 —, PoPH
My KB OHPS W EEREER Y HNBA BLERETHAFERE, HABFECH EREUENLA
frsh ke e, @i d, d TLELRANTHRGE, ZREABEMN S RGENER BRTREECH A
o (EEE ERERET) .

X FAT Kasal FANEIL, AREL RE BTG EANREKEAFERL, FAREFERELET E
EAHEABMOCENRAT, HHEE, FEAREEATERRAREIAAEKA T RSN BA E)L, L
HREFBOA~S5S Z)(FHHRE,EFEMEMR), REFERFHE BABEN TSR NEKATREA
Kasai F A J& if # 48 i 3% BLaE ™

BA BILARE A ENMAFFE, A BoABELK QR EN mEEE, FEBEH E KA,
B ERREIFE, FEEV, ARTEFN BA BXEBRISBHFES FREE, UL Z R
WREA T T (BEF,EEREMN) .

THREBA BHARFAE, ¥GEFRENREMA N IFTEHEAEERIEL, BHEFHRN
WAL RN A A RAEMBERNSRE F LD U BA WA FEAER . I IE T Bt 3 M % R B (tran-
sient elastography , TE) J& — 1 T @ £ 1F & iF 4F 4 o Fo BT 22 A 0 77 i o Sh4b, 8 364k ik JE & 3% % (magnetic res-
onance cholangiopancreatography , MRCP) [ 7% i % 7= A B & % 3| 0 &5 , 42 JE 7+ 1 7% e B, AT MRCP 7 2%
W25 A7 o P mTe-PMT o’ mTe-GSA [ ¥R B (5 3t AT o4 f i 7 A R ey b, B ST B E O A 8 T % AL
CTHRGhFdt, BT HEIFTARE, BARZRNENFIANPRERE, BV RBEH A, N EEE S
BEAATHRE AR TR D" RN (BIEF,EHFEREN)

Kasai A Ja B2 % B AT W52 B, T 67 o 7K 3% Bk 25 4107 o T 1R &0 ) ofn 69 XU, OF 2E 3R 5 0K i o B9
AR, XA THE AR FLE RERXKPEARNCE AT EE, g, Tk
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BMRKTENTERERMGKEARN, R RE BRI EFR, BRY RS (FEEEHETER) .

JEZh ik LAt K B H LR P LA B A N AR R D T R B A R R A, BA
B Kasai FAJ5 B A0 I8 5 f 702 09 76 97 @ 45 30 24 ) ikt % R (partial splenic embolization, PSE) f 4 f
Y] & A (total splenectomy,TS) , 45T ,PSE J& & 4k & g K F & 4e TS A& ¥ v i 41 [ & 0 16 P &S 4 (overwhelm-
ing post-splenectomy infection, OPSI) By K K, A #F 57 & WA, 4T #8 % 18 1 '& K (partial splenectomy, PS) 10 £ &
FRBRATH St LA F A, LTS K &£ OPSI, 7 LR #6 4 J oh Fie A f5 @4 by bt o
HEABW(BEE,EFERERK)

FRFA AT Kasai FRAH BB >0 d EEAFR PHLEEERGRHTFBEML™, o F
Kasai F AR KM A By B UARK EB AW KE( HPS) &)L, B A RL BT Fh, MEFA
A GEMH T EMEFARHEE NS BA BILFBHEFERTAE 80% ., EH 10%~20% t &
EFHIFHENTE ST, AL KB AR (pediatric end-stage liver disease, PELD) iF o | T 1 % 4%
JRAs e B W F AR E R, H W A8 48 B2 & | B 5 47 Lt {E (international normalized ratio, INR) fr & &
B0 <1 SAEKETFRREF ML o B RHT BA B L, 3t F & 3t PELD 3F %5k # € Jif % L it
M, bREALLCEEENBHENEERWEF AT EXANEEAH#ATFBHFA, REFFLES
BA B UMM 0 F AR & R BRH 3 40 B, B8 R R BT AL T35 T ik E RO A H i i o 18
PERT R B KR & T4 6 4E JEHEE R AR TEBE k%, Kasai FARE 3 ANA, BELE >100 wmol/T. B
RHAT BRI . MRS A B R M SATIF RSB (HHRE) .

PELD 3 2 3F 1 fig R 4F MK & BA BILWRE 17, B A X3 o AFE & & A KCF An ik i B R At 8] 8828 I
o S, 3t BA B LIS PELD 3 475 R 47 R B B 2k 3 R B BOBL RIS, 4 7] 3 ik v [ B R MK
o TR A A MR K, Bk, R AT (B B ERK) .

ERBAWBTAECLEE TAREMN, AT BA ARt B d#miE, {22 BA 14k 4 B ILEEH %
TEAWAABAEILFEHCT SN AZ BERERM, IACEEAHNE R EEREH) L THIEES
ERBENLTHENEREET, TERTHFEFHEERSREMALET —EWEN, BARBENIEFE L,
RMELZMAF A, QERERTPHINER T E PHMEATEEERPHER BAELELH BT,
BA B EWHEN FHEHFANAREESHARENETN S EFEELSWAR RS —FPIEE, BRI
LEARSERERTRERYAA , ELTRNEKELAARS - EEFAEEHEENER, FEE
FARTHENA T ARERNONAHRTHEZ AN THEREE T FHER KR, HFSEHNIHE,HF
AHEE BA L H — R HOFITREEE,

FFEMIT A EE PR 45 0P 58
EERBRARER VLA, PNAIR 1 57 SRR R SCEE 5 RN, TR X SCE AR N A A T 1)

Z % X #t
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