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ERCP 113 41 (3. 7%) TH > 7=,

[X] 4-2 Triangular cord sign
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dysfunction, and cholestasis (ARC) JEfERE (VPS33B ¥55) , ZENa M HAERE (CFTR
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7 DNA fhvefiEfefE (MPVL7T 72 E), I hary NU 7 IEREEAARRK
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Niemann-Pick % type C, Gaucher ¥%, WolmanJ#, ==L AT m—/)L T
AT VERRIE (CESD) 72 &
TR R R EE
Fu oM 1B, @A A= i
R A 7 VEEE
Arginase KIEJE
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o
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- B

9 o MM OAA, B AERISE, ECMO 72 &
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57
82



[Z%3CHK]

1)

2)

3)

4)

5)

6)

7)

8)

9)

R IERC 2012. RHGEPASHAE. OhE Rk, @ EVE, BB R 1R
HeNRAREY B 6 IR B [EEL

Okada T, Sasaki F, Cho K, et al. 2006. Histological differentiation
between prenatally diagnosed choledochal cyst and type 1 cystic
biliary atresia using liver biopsy specimens. Eur J Pediatr Surg, 16,
28-33.

Tanaka H, Sasaki H, Wada M, et al. 2015. Postnatal management of
prenatally diagnosed biliary cystic malformation. J Pediatr Surg, 50,
507-10.

Azuma T, Nakamura T, Nakahira M, et al. 2003. Pre-operative
ultrasonographic diagnosis of biliary atresia—with reference to the
presence or absence of the extrahepatic bile duct. Pediatr Surg Int,
19, 475-7.

Boskovic A, Kitic I, Prokic D, et al. 2014. Predictive value of hepatic
ultrasound, liver biopsy, and duodenal tube test in the diagnosis of
extrahepatic biliary atresia in Serbian infants. Turk J Gastroenterol,
25, 170-4.

Farrant P, Meire HB, Mieli—Vergani G. 2001. Improved diagnosis of
extraheptic biliary atresia by high frequency ultrasound of the gall
bladder. Br J Radiol, 74, 952-4.

Imanieh MH, Dehghani SM, Bagheri MH, et al. 2010. Triangular cord sign
in detection of biliary atresia: is it a valuable sign? Dig Dis Sci,
55, 172-5.

Jiang LP, Chen YC, Ding L, et al. 2013. The diagnostic value of
high—-frequency ultrasonography in biliary atresia. Hepatobiliary
Pancreat Dis Int, 12, 415-22.

Lee HJ, Lee SM, Park WH, et al. 2003. Objective criteria of triangular
cord sign in biliary atresia on US scans. Radiology, 229, 395-400.

10) LinWY, Lin CC, Changlai SP, et al. 1997. Comparison technetium of

Tc—99m disofenin cholescintigraphy with ultrasonography in the

differentiation of biliary atresia from other forms of neonatal

58
83



jaundice. Pediatr Surg Int, 12, 30-3.

—

1) Park WH, Choi SO, Lee HJ. 2001. Technical innovation for noninvasive
and early diagnosis of biliary atresia: the ultrasonographic
“triangular cord” sign. J Hepatobiliary Pancreat Surg, 8, 337-41.

1 2) Park WH, Choi SO, Lee HJ, et al. 1997. A new diagnostic approach
to biliary atresia with emphasis on the ultrasonographic triangular
cord sign: comparison of ultrasonography, hepatobiliary scintigraphy,
and liver needle biopsy in the evaluation of infantile cholestasis.
J Pediatr Surg, 32, 15556-9.

3) RyeomHK, Choe BH, Kim JY, et al. 2005. Biliary atresia: feasibility

—

of mangafodipir trisodium—enhanced MR cholangiography for evaluation.
Radiology, 235, 250-8.

14) SunY, Zheng S, Qian Q. 2011. Ultrasonographic evaluation in the
differential diagnosis of biliary atresia and infantile hepatitis
syndrome. Pediatr Surg Int, 27, 675-9.

1 5) Tan Kendrick AP, Phua KB, Ooi BC, et al. 2000. Making the diagnosis
of biliary atresia using the triangular cord sign and gallbladder
length. Pediatr Radiol, 30, 69-73.

6) Yang JG, Ma DQ, Peng Y, et al. 2009. Comparison of different

—

diagnostic methods for differentiating biliary atresia from
idiopathic neonatal hepatitis. Clin Imaging, 33, 439-46.

17) KimMJ., Park YN., Han SJ, et al. 2000. Biliary atresia in neonates
and infants: triangular area of high signal intensity in the porta
hepatis at T2-weighted MR cholangiography with US and histopathologic
correlation. Radiology, 215, 395—-401.

1 8) KotbMA, Kotb A, Sheba MF, et al. 2001. Evaluation of the triangular
cord sign in the diagnosis of biliary atresia. Pediatrics, 108, 416—20.

1 9) Larrosa—Haro A, Caro—Lopez AM, Coello—-Ramirez P, et al. 2001.
Duodenal tube test in the diagnosis of biliary atresia. J Pediatr
Gastroenterol Nutr, 32, 311-b.

2 0) Keil R, Snajdauf J, Rygl M, et al. 2010. Diagnostic efficacy of ERCP

in cholestatic infants and neonates——a retrospective study on a large

59

84



series. Endoscopy, 42, 121-6.

2 1) Shanmugam NP, Harrison PM, Devlin J, et al. 2009. Selective use of
endoscopic retrograde cholangiopancreatography in the diagnosis of
biliary atresia in infants vyounger than 100 days. J Pediatr
Gastroenterol Nutr, 49, 435-41.

22) HARMEMSUEN/ES. HAREASUEN 82 F 8" 0P [Online].
Available: http://jbas.net/ [Accessed 2016/08/20 2016].

23) Wi &K, RO HE KL PE 1976, JoRMEALIEPZE (8) FEDOHT
JEERE. AANRABRMES, 12, 327-31.

24) T 888 2014, ZoMoRr AR FLIRIFWAETT 5 - (BEE PASE &
B A DR . AA/NERBHCGATIR =W /N g TR
W M. RO oW & IRdRAL

60
85



28 Wi V=N AT g L HELE
CQl EEFAMEDRY)—=V T EHERAMN?

HELE  H ) — REFW- 22 U —= 0 20 & 5 REIBIHE o8 & [ A
FROGHENRESHTE Y, EMGIEDO R 7 U —=2 VR 2T
HERRT 5,

HAEOME (2] 1 59 < HELET 5 (—BR 90%)

TETUADHRE : C (55)

i,

ABIEPASHAE Clix, RHIFIN CPRITUET S & RS, FHRAREEN
Do UL URHICITERNBZ L, ~AAZ V== REEn D Y,
VARG V== T OENLT B GBI OME T IUEEIT L CEHREO R R
2725, OQFBAEBENRHLIBRES N, @A U —=0 7 THRALTHRATIE,
FERDNT E A E 7Dy ETITFRITHI > Ty, @IRFES L < IZEEE B
DNENFTEIRCTE D, OB AFTIEHBERIER 2V, ©FAEREZ 2D &1
DIZINRKTHD, REPFET LN TN,

JEE PHEEE | X HCER BB EE 23 & < . BRI 72 KB DD B IR WREIED B
MWEY AR V== T OxG T REFKRTHD Y,

SN ESEES

Z D CQIZ%f LT PubMed T 32, EHEETATH, Ny R —FIZT3HD
kAL, 2 bE A7 U —=2 7 LT 5o gEkaRt Lz,

[#E DR ]

- MEPASIE~ A7 7 U —= 0 T O & 72 DA is

ARIERASHIE D~ AR 7 U —= 2 JHRIEOFAM & ZE 2 b D b OiE, ik CIEia
e Y, EERE U LE Y RTINS R i > Y, ECiTadE e
REMBETOND, TNHICOVWT I EIERRAMTONTE D, Sk
B LTz & 2 A RMRBE ST 2 D BEEN T Th b OIEEA D — Rick 5 A
) == T DIHThH T,

- JHEPAHIE~ A7 7 U —=v T OWE

61
86



Gu B I% HiAR T 19 4EMICTE - T 313, 230 FlOF AR E A7 YV —=0 T L,
A7V —= 2 THbARIR L OVERETFEH L L CA Y U — =2 R CEE T
EZITANERBICRE T EME LY, A7 UV —=2 7 BAETO FHF B I1X
V)T HER 70,3, BASATZIX59.7 H Th o7z,

Lien 51X HEE T 2002 A2 fHE A — ROEA S LA 2004 22 Richik L
ToRE R A% 60 B LART OB VE FHFH12Y 49. 4%0> 5 65. T%~E A EITHM LT &
Wi LY, #EAEEDRVEOFAEFELAEICHEM L,

[ = DR ]
EOFIE LT, A7 U —=0 2 X ABEOSIHEIZ DUV T ST R 2T
bz, BMBRESHE CTEICET IR b hoTe,

[HELE ST D1ERK]
INBDOHRENS, ATV —=2 T 52T 2 EITAHE LTz, WTINb#E
BZWRTHY ., TEF L AOBRIIFTNE LT,

[5&3Cik]

1) B B, A E— 1994, EPASIED~ AR 7 V —= ZIEOR%E i
Gl 7 —h— RiE& iz, NEFR, 35, 1069-75.

2) Muraji T, Harada T, Miki K, et al. 2003. Urinary sulfated bile acid
concentrations in infants with biliary atresia and breast—-feeding
jaundice. Pediatr Int, 4b, 281-3.

3) Suzuki M, Muraji T, Obatake M, et al. 2011. Urinary sulfated bile acid
analysis for the early detection of biliary atresia in infants. Pediatr
Int, 53, 497-500.

4) GuYH, Yokoyama K, Mizuta K, et al. 2015. Stool color card screening
for early detection of biliary atresia and long—term native liver
survival: a 19-year cohort study in Japan. J Pediatr, 166, 897-902.

5) Lien T.H, Chang M. H, Wu J.F, et al. 2011. Effects of the infant stool
color card screening program on b5—year outcome of biliary atresia in

Taiwan. Hepatology, 53, 202-8.

62
87



CQ2 EEI—F4BOHER -FLRICIEEFRHEEDEEZTOIBIFEAN?

HEDE - BiRF R CEERD — N 4 FOFAER - ¥

x4 2% NRIE PASHE D RS A1,

EBELTHLODPHELETX 5+ 72 BRIl I /e v 2 & s | [HEST A
Ll Ofam& 72Tz,

HELE DR S 72 L) @ BAREZRHELEN TE 720
(KEZER AT Z £ 255 < HELE, — 80K 52%)
TETUAOBRE D (ETHHHW)

i
1) el — &l

AR 1T 2 NEEPASE R RO 7D O T — RiE 1994 2 HHEA KR
TR S, Ok, AL, ZR, AFR BRER AR BER, 1t
fpE, AR, EI, AR, BRI S TR I ) =7 LTHRA S
iz, 2012 FEENGRE R 7 Y —= 7 L UTHM SN FIRICIRM S h
TW5 (X 4-4), WS TIERE., A A ETHEAD— FSEA S UIREHH

HEDFE BA~DNRDHE ST D,

SAENBICEBLELLD
B3NESATH—RDEE *
BHEARTREEL,

Eoron
[GEVBIEE 1E~38
=2 (<R
| EESHMUTUESLRE. IEEMNE | &
| BEORKOUMLN 5)ETOT. 1B
| tRQNRHE, MNRHHESOBE
L’Eﬁ!‘f(«.‘.‘ﬂu,

o 4
EEORAN mmosomcyTRzIens) §
il 28

E A =] L

F A a8 L]
&1 ~4p8
F A a8 L]

| E#AHALBLVETIR, SABORISE
| BEBETT. EE2AEAXTLERY
| BB (L3®) FEEES. SLoTH
| ROBEBOBSICS, T<ICEFSITR
| LELa&>,

4-4 fFtad1— K

2012 FEE N O 2EPNICE - TFIRICEIfMT S Tn

1
L]

.
la
|

w

2
9
it
&

5

P

~
-

S
)
14
-
-
f 1

ey

L

»
¢

o

X

-

-

&

_ SR

(REEIZEF P EMICHEB SN TWRWAEEMERH D £3 0T, HEIZITR:

88

63



FFRICfMF SN TV AEET — RE THEHZS W)

S ESEY

Z D CQ K LT PubMed T 27 f:, EHEET 22, v R —=F T1HOX
AL, 2hbE2 A7) —=0 27 LT 5 Hoimntmt Ens-,

[ 2% DR ]

- fHED— RO 4% LT

BATOM AT — RITEARRIEH SN2 0 L RRICERISECTIEND
T BICHFSNTODR, A, REFEPEEINTND, HEAOTF =y
REl3A% 28, 48, 1~4 7 H Q2 » A) T, HEAN 1 ~3FOLGAITERE
BE~DOZZE2EOTHEY, 4 FULEOLDOTH- THHEANEL R HGH~D
FEENLM SN TN D, HARERASENIE S - IHEPASE S E S FE O
2016 AFERA VCIIIRE PASHIE CIN ATz 84 5 2 & ok 77 Flo 7z
MNT1r ABFDEAN 4ATZETH-T-HON 13 HITH - 7=, LTl — T
L@ ES & SN-%IC, ILEPAHE L W S IEFNHE S TRy, f#
BR 4 FTHo CHIEREEZ TETH I EIXTE RN "V DB 2 HAF
B AFB~OEELTD PR LEL ST,

EOFHM]

- fHE D — FORES L 5%

BATOMET — FPRBESNTOHL 3IFELRR L TELT, Ha4F L
HEPASEIZ DWW TOICERIT 7RV, BTEIOE A — REEHRIZ BT HER 4
F ENLEPASER A TRICE T 2 AR B KOV b OMiE TRy, MR
TR E A7 V) —= TR AR 7 Y —= v 7 LED, B — RidfR
EEADEOBHEHET DI ENRERMHERTHD, HEED— Rz
B U C b AFRHE X REE O EEA AL 2T TR ORI
EWZL > THOELAINAAREERD S,

EEANHLNZEHWGAEIZIL, EASIEL 5> & & L CIERICAH & A
b n, H 4 FOHZEORYPNIEERILETH D, s LTS
STV 2015 FE0 H A/NRSEL P TREGDNM B 2 TR 60%, A=
%1 HCR BN OM AL 4 BLHELILEDEEL DD, LIhH-> T,
B 4 KISk L CORBEEREELZIT) 2 L1358 < O RIGE K AHET Dk

64
89



RERDAREMEDNH D,

FE AP ENHET D HEE LR FE Al — RE_7- 5 H 5 B EIC%
BT 2RABHEINTND Y, S, REEHARICE K LT DB R AR
AR LI FRENT T 77 r— a VB e £ K 2 IRIE PASH ]
FERAZHIE L7,

[HESE ST DAERK]

T — NIC L 2MAEZHETH D Pz~ D FRITFHEAEE T
P B L OPREE ~DORFABLIAE 2, L LERATHEAET—F 4
FOFAER « FIRITK T D ALEASHIE O AL, BELTH KW TE S
T BRI T AN 2 L s THERIE L | Oifim & 7R o 7,

[5&3Cik]

1) FAARBEPASUENT TR - AHE PASVE B E R G F55 fm  AEIE PFSHE 4 [ B
2014 AFAREHAER  H/hAhEEE 2106 Vol. 52 p.291-297.

2) Chen S. M., Chang M. H., Du J. C., et al. 2006. Screening for biliary
atresia by infant stool color card in Taiwan. Pediatrics, 117,
1147-54.

3) miA REF, EHk KM, {EH AL 2012, 2001~2011 fRiZIS1T D AHIE
PASHIE A 7 U — = 7 O FERRPL.  FLIR TR AT FERT R, 41-7.

4) K &, Y FE A 5O, 20100 JEE PASHE R RIS T T
Ty 77— K] ZEALT AR TORLE NERERK, 63, 1735-41.

5) Ry o, ORI, RN B 2014 EREREO A — L EFIH L fEE
T —H— RIZEDHEMASIER 7 UV —=" 7. BA/NEANE S MRS,
50, 1017-21.

65
90



Q3 BEMHELHEBEROHSEEICIEEREEOCHEEZTIOEXFEAN?

HESE « ESEMERRE AR ISR W TR, Ha Ry, BaREBO 555121,
EEE Y LECEEDERMEZITV, Bt 9 ol N Db 55513
EPASHIE DEERI D T= D DEEZAT H Z & 2 HELET 5,

HELEDRR S 1) @ o< HELES 2 (— 23k 72%)

TEFUADBE B (F)

iR,

A 1 A EEZ S BIEPASIE 2 2 DA O TH D Z L iTfmE 7272
W LU, FTAE R ~FLR B A B sE (3 PE I CI3AEt% 2 & ¢,
BHFE CIIAER 3HEE TY) CRALMESE (E#%2~3 » AET) 72 S
eV L RNEEEZRTRERNRZ ALNDHT-D, HREENEE Y LY
VIGEN BRSNS ERMENSH D, NZ T, £k 102 CEENEEE 258
HTH, BRI TEEE Y LVE L E2EOERMETTH 2 LIIRS TlEawn, 22
T, fEERFE B AR OMIZAEEPASE 4 5 5 NS ek & U TFERAZ Y E
. R CQ AERL LT,

ST ESEY

Z D CQIZ%f LT PubMed T 502 4, EHEET 197 ok zaiH L, 2 b
BAY Y —=u 7 UGB EIE & FFIERIZ W TR D H 5 13 F0igsc Y
A L7z,

D) HEBEMEEEOZIRICOWT 2RO ITA KT A4 Uifhi &hiz,

[ 5 DFFA ]

National Instituite for Health and Care Excellence (NICE) ™ H A K
A2 VTR, EMEOBIEM A CIXEARY, BERE Ty L, HEE
ULV E LV EEDE Y NLVE RN EEDIBEEZIT) ZENEIDON TS, K
E/NERMES (AAP) O A KT A 2 P Tk, BRI RS TIEEH 5 oo
BBEDO-OICEBEE YA L 20U L E U RINES S EXEE L TTU,
JEYT 9 > OEED & 25 A 1L S BITHELZIT O 2 LR TS,

— 5, EIEVERIE CAFIE R O A M & GEPASIE B OB O H 5 3 O
LT IDRBRMTEAT TN, NTYXRRREVERTH o2 (X 4-5), =

66
91



NOOFRLTIIFEROWAERERISINTE LT, T KRRFOIFEROA
WOLDFLHM THDHZENZDRKFEEZEZ LN, ZD 55 Lee b DRIFHAY
TR — MR Y TIIEAZENE IR O B D 5% TR R A2 - T - &3tk LT
B, ORGSR YT b IRERSE CIEARIFER 2R & ST
W5, UbEXy, FFERIZ=ET 20 E & L THEW N EE BASUE D IE(E
RO BHERFIALEZ b,

BEOT X AN— N A= F U PNBIEERE AR &7 —F v — |
ZREE LYY Iststep E LTCEV AU HEETF =y 7 3T52 280D T
Wb, BT, BEMEHERFOBECIIHEOEERENEE T = v 752
EOBEEMEFTHR L TND S &S]

EOFHM]

BREZITO ZEDFEL LTUL, BEEE U ALE L ORE X MIDDEORKR
FIENDITERATEAHMTH Y, BRIMIZHE S APHESCTR b FRIKEB 2 6
5o SHIZEEEDHNOEETRETHLD., L EICRIICIEA 9 il
AT D Z EIC L DBE~DRENRRE N L 2THEA LT,

[HESEST D ERK]

UEXY, BEEECUAVEARMTEE G TR EFTONT A E2BE LT
b ARIOFETIITIANE LEZ LN, Ak 1 2 H 62 TEEM EH 2 58
Ol E. BIRETH L0 b RAMERELES 5 LEHENICE AT, 8- RO
i JOWHHERICE T 2 HERMZ L BE LTV, B LGS IR
(CERI A AT N E TH D,

Study TP FP FN TN Sensitivity (95% Cl) Specificity (95% Cl) Sensitivity (95% CI) Specificity (95% Cl)
Lee WS, 2010 35 104 0 7 1.00 [0.90, 1.00] 0.06 [0.03, 0.13] —a =

Robie DK, 2014 8 3 2 7 0.80 [0.44, 0.97] 0.70[0.35, 0.93] — & — &
Sira MM, 2014 129 7 8 3 0.94 [0.89, 0.97] 0.30[0.07, 0.65] , u — .

0020406081 00.20.40608 1

67

92




4-5 AKRFEEL SR F— LI LD A ZRHT

[Z%3CHK]

1)

2)

3)

4)

5)

6)

7)

McKiernan P. 2012. Neonatal jaundice. Clin Res Hepatol Gastroenterol,
36, 253-6.

American Academy of Pediatrics Subcommittee on Hyperbilirubinemia.
2004. Management of hyperbilirubinemia in the newborn infant 35 or more
weeks of gestation. Pediatrics, 114, 297-316.

Gotze T, Blessing H, Grillhosl C, et al. 2015. Neonatal Cholestasis
— Differential Diagnoses, Current Diagnostic Procedures, and
Treatment. Front Pediatr, 3.

Lee W.S, Chai P.F. 2010. Clinical features differentiating biliary
atresia from other causes of neonatal cholestasis. Ann Acad Med
Singapore, 39, 648-54.

Li S.X, Zhang Y. Sun M, et al. 2008. Ultrasonic diagnosis of biliary
atresia: a retrospective analysis of 20 patients. World J
Gastroenterol, 14, 3579-82.

NICE clinical guideline 98 2010. Neonatal Jaundice. National Institute
for Health and Clinical Excellence.

Robie D. K, Overfelt S.R, Xie L. 2014. Differentiating biliary atresia

68
93




from other causes of cholestatic jaundice. Am Surg, 80, 827-31.

8) Sira M. M, Taha M, Sira A. M. 2014. Common misdiagnoses of biliary
atresia. Bur J Gastroenterol Hepatol, 26, 1300-5.

9) il & 2004. [ZZ23%E00 72V NEOAT - PRIEZRE]  FLIERZ TPl
REWEHIET LIZHE OxhciE? ANRNEL, 36, 1226-7.

10) JRH 358, TuE soil, S58 15 2001, [EPEW & AT - ITegRe]  Er
A VEIEVE YR, I PEMIESY:, 31, 641-5.

11) iy 5 2011 [Zhns keIl » A LN OFFARRER] JERED D 2
TSRS W D LinTe BIENEEYE. /NERSHR, 74, 557-61.

12) BT —Z, BB BOKES 2007, [AEWED D AT/ NE OB E] JEE O
HEfe PRECR. ZNEFNZHEE, 70, 457-60.

13) A& HZE, PR EXNT, il &2007. HAERMICEAFETH -T2
WNEBE VLB O EFREROE 50T o 72 JHTERS O 2 F. KK
SRR A ' o 7 —HERE, 23, 58-62.

69
94



CQ4 rhRREE R LREERASRIE D EICA AL

EYER I X - THEE FASUE LIS O B D 44 & JEIE FASHIE O R

éh%ﬂw KO FPHEPERRY TFHETHICAHTHL Z L0,
B IS5 ORAT 2 HEARE T %,

HELEORE T1) @ 9 < HERET 2 (— B0 87%)

TEFUAOBE : C (F5)

i an

ZOCQIZE LTI, T IHESEE S e/ B IR LT 1) SERATRIZ
KD TPHTH. 2) &I BOHEICE L TR R 21TV, HESESCA1ERR L
7=,

4 4-6 IR HE SR

(Hidh %ﬁ@ﬁ =lhEys BRI - AR O - IERE] EEg2E AT -
JEGERBIC I 1T DAV MRT - JEEEH R 77 44 (10) 1383-7, 2014. HUR[EFAEL Y
%%@m_%ﬁ)

ST ESEY

Z D CQIZXF LT PubMed T 44 f:, EHEET 35 ok ZfH L, Th bz
Ay V== 7 Uiz, TR DFER. 1), 2) OWTIUZHONT b, /AR,
BIZAFIE & HIZRO BT, FE L7 O IRIE BHSHE (2 k3~ 2 I 1 5 O JiE ]
EHER L VOB TH T,

[ DRFii]
© EEPTRICED TR THEICEL T

70

95



T 1 RHIE 152 PTRE 72 MHE PASHE 12 5T LIFIN - SMIBE IER2 T ALIC TIFADMT
b, TORBEICEY PERTH (B OHER) BEEFShLTH 5, ?%E“ﬁ
I ROFFNIEEG 2 BIE AR (R . g, BEaRIZsm L., /g T
HIRFHE PN Z < . PHRARLERL TS, Nio 6 V4%, THIE 1T« IT1 &
B 28R LAEAR, RAFRZHREF L, TRBFEEFANCEAIS SN D &
AR LT, £ I MAEEZAT ALY Cloudy type, treelike type, mix type
D 3FEToT . B LR E R LT (ZRE i, 50%, 100%, 97%) . F7-.
Karrer 5 212XV, FFMEE &SR AT R TR TNz, HEE - AR IR E
BT, HFAMIBEPAZE, IEAAINEEBRTF (Wi D correctable type) IZ0%E L,
AR FRZR M U, IAAREE BT 72%, NH5E - SRR REE B A7 62%, T4 IE
BPAZE3BRE W ORER LR oo, DFEV, HEERITHHZRET D 9 2 T
HTHY, BUHEFEREO TR TAICAMN TH L L b D,

(ESREZIT

ERAICHE) APHEICE L T

#L%ﬁﬁﬂﬁﬁéﬁ$mLf%@éﬁrCOWT%%%@%ﬁ\Emﬁ%
L)L, HEAFIEZ RN T 2720 0HEEY CHEZRLZEZ L
Biliary hypoplasia O V23 7-, LavL, P REGEZ L. FEELIT
b, REIEIA R, Fo, AT &2 RELITROR0,
[HESESC D ERK]

—fxBIC, MBEPASHIEIZ IS D B O AR, WRZ T I PRIcE ., il
% OMBE R - FIRETTEED A2 ELRFCREIND LHEHITE S, L
L. fiHIEEER L, MEPASUE DRI D NS A B D T=2lr & W o 7o i
D, FEMER B PR OBRICEME S D Z &M FHE T, HEREELITAR
REL DN ENG | FifTE2HERT D RICE ST,

[5&3Cik]

1) Hirsig J, Rickham PP. 1980. Early differential diagnosis between
neonatal hepatitis and biliary atresia. J Pediatr Surg, 15, 13-5.

2) Karrer FM, Lilly JR, Stewart BA, et al. 1990. Biliary atresia registry,
1976 to 1989. J Pediatr Surg, 25, 1076-80.

3) NioM, SanoN, Ishii T, et al. 2006. Long—term outcome in type I biliary

71
96



atresia. J Pediatr Surg, 41, 1973-5.
4) TIE B, KIt mE, LH R 1986, JeRMEAEEASUE DAL - FFNIE
BRSO SR ST S HERE, 2, 16-9.

72
97



Q5 FEERASREDMETZMICAFAERETAERN?

HESE - TR DM L BT PRI E < L IRk A S HE SN S, L
L., REEHERTFRIL, EERAINESLHE C I A o & Z 3 raEtE
Db, o, WEREZITO 2 & TRIGFINOENDEL D7D, 1T
RN EERET D,

SRR (2] 99 <HEREF 2 (— R 70%)

TEFUADBE 1 C (59)

fiat
O QI LTI, AR OB ORI & A GHEIC I LT RE 210,
HESE 2 PR L7

FrO—8% SR BAEE
EBEASTR) o

FLIS— MeRE CIEBHD DS (:jif,f,

- - ERECRE
(BETREREELD 100% TIEELY)

X 4-7  FFAERRIC K 2 IEE BASHIE O 2

S ESEY

ZWr OFFEEIZEA LT PubMed T 92 #f, EEHEET 101 fROSCERZfl L, Ailn)»
5 1AL, BRI 194 e 227 ) —= 27 LT, FFERICET S 11
WO 2 L7,

MTRTARAL D 72 DR BIFFARRIZ IR E L CSCRkARSE L, PubMed T 84 {4, [&

73
98



FEETC 9o ZRIHE L. 2 103 a2 A7 ) —=0 7 L THEROEIE
FEIZBIT % 12 EDF= T W A LT,

[ 5 DT

5 fmoOFmsc > > 1 P ek, MRIEFASHIE OB 31T 2 AR 00 B Ok
ﬁ@ﬁm#%@\4ﬁ@i%fﬁg(%%m)i093ui ReSLpE (95% CI)
1£0.93 L ETHo7e (M 4-8), ZHDOHZENDLIX, FFAEROIREEHZE
BT ARAMETEVEHESND,

L7 U SR E S L BB L 10 ADIRST U 7= i ERE O] 7 2 i~ 7= 5
SRR PRI 90, T% T, RMERI PRI 67. 0% L WE SN, rﬁcﬁwﬁi
YENBERINTWD, o, WHEEDART Y X207 $5=012iF, A
TYVUT VAT AOEEPFHTH T2 L OWER D 5“OML@_&i@\
FEmOZIEEIZES AR THDL DD, 1005DEE Tld/ < JFEED AT Y
FOLHEMEL., BEORTFETERN SN,

F O]

10 fRDOFH LT 2122 RIO AN I S 4v, 3#m (712 [B) TILAPHEDFLHE
L2 T2, 7R O T/ Tl 2. 9~26% DI AEHERE & s X i, 1410 [BIOFFA
FRC 166 £F (11.8%) OIS TH -7z, Hfl-CFI LI 2 A OHEIX
XEHbEsE L8 Thoto, Tio, MEESCHER & OB DHE DB T, %%
2L T DHE WOEEF KNS WVGAIIC Y R RENE T T
B oTo, FRTIE. 3 ARERICEVEB S R S Tnis P, RO
PRER 72 2 MER% 2 D OWAE Tk, WS 2 BANTLRITHITTE D L ST
% 2

[HELET D 1ERL]

AEEPASH DR ERZIN L, P IREER & FpTRIC I v e s D, INRTORT
ARRIE, RPETREIEm WOHER A TITEES | L2y b AYE THIAT SN D Rl
ARPOHIIRI T, GOHEDREY 27 OEmWRHTH L, Lk, AH
(CRWTIE, AR DARZE £ TO REDRCK LD R & Sh, TR AT E
BRaAT D Z & TRIGINTREAT 2N B, AIEDTRREICEB WV TR b HE TH L 7R
WOWIT &72%, ZDID, KRBT Hifam & L TTORWI L2 RET S

74

99



o,

Study TP FP FN TN Sensitivity (95% Cl) Specificity (95% Cl) Sensitivity (95% Cl) Specificity (95% ClI)

Boskovic A, 2014 71 0 1 37 0.99[0.93, 1.00] 1.00 [0.91, 1.00] - —a
Krishna OH, 2014 122 6 6 76 0.95 [0.90, 0.98] 0.93 [0.85, 0.97] - —=

Lai MW, 1994 39 2 3 82 0.93[0.81, 0.99] 0.98 [0.92, 1.00] —= -
Sira MM, 2012 25 0 5 30 0.83 [0.65, 0.94] 1.00 [0.88, 1.00] — —a
Zerbini MC, 1997 45 7 0 22 1.00 [0.92, 1.00] 0.76 [0.56, 0.90] —a -

0020406081 00.2040608 1

(e}
0.9
08

‘‘‘‘‘‘‘‘‘‘‘

] 4-8  JFFA=AR o0 JEE PASHIERZ T Z 36 1T 2 BT AE R DIRE & R i

[5&3Cik]

1) Abdalla AF, Fathy A, Zalata KR, et al. 2013. Morphometric assessment
of liver fibrosis may enhance early diagnosis of biliary atresia. World
J Pediatr, 9, 330-5.

2) Aktas S, Diniz G, Ortac R. 2003. Quantitative analysis of ductus
proliferation, proliferative activity, Kupffer cell proliferation and
angiogenesis in differential diagnosis of biliary atresia and neonatal
hepatitis. Hepatogastroenterology, 50, 1811-3.

3) Boskovic A, Kitic I, Prokic D, et al. 2014. Predictive value of hepatic
ultrasound, liver biopsy, and duodenal tube test in the diagnosis of
extrahepatic biliary atresia in Serbian infants. Turk J Gastroenterol,
25, 170-4.

4) El1-Guindi MA, Sira MM, Sira AM, et al. 2014. Design and validation of
a diagnostic score for biliary atresia. J Hepatol, 61, 116-23.

5) Lai MW, Chang MH, Hsu SC, et al. 1994. Differential diagnosis of

75
100




extrahepatic biliary atresia from neonatal hepatitis: a prospective
study. J Pediatr Gastroenterol Nutr, 18, 121-7.

6) Rastogi A, Krishnani N, Yachha S.K, et al. 2009. Histopathological
features and accuracy for diagnosing biliary atresia by prelaparotomy
liver biopsy in developing countries. J Gastroenterol Hepatol, 24,
97-102.

7) Russo P, Magee J C, Boitnott J, et al. 2011. Design and validation of
the biliary atresia research consortium histologic assessment system
for cholestasis in infancy. Clin Gastroenterol Hepatol, 9, 357-62.

8) Sira MM, El-Guindi MA, Saber MA, et al. 2012. Differential hepatic
expression of CD56 can discriminate biliary atresia from other
neonatal cholestatic disorders. Eur J Gastroenterol Hepatol, 24,
1227-33.

9) Sira MM, Taha M, Sira AM. 2014. Common misdiagnoses of biliary atresia.
Eur J Gastroenterol Hepatol, 26, 1300-5.

10) Yeh MM. 2009. Pathologic diagnosis of biliary atresia on liver
biopsy: is tissue the issue? J Gastroenterol Hepatol, 24, 936-8.

1 1) Zerbini MC, Gallucci SD, Maezono R, et al. 1997. Liver biopsy in
neonatal cholestasis: a review on statistical grounds. Mod Pathol, 10,
793-9.

1 2) Amaral JG, Schwartz J, Chait P, et al. 2006. Sonographically guided
percutaneous liver biopsy in infants: a retrospective review. AJR Am
J Roentgenol, 187, W644-9.

1 3) AzzamRK, Alonso EM, Emerick KM, et al. 2005. Safety of percutaneous
liver biopsy in infants less than three months old. J Pediatr
Gastroenterol Nutr, 41, 639-43.

14) Cohen MB, HH A. Kader, Lambers D, et al. 1992. Complications of
percutaneous liver biopsy in children. Gastroenterology, 102, 629-32.

1 5) El-Shabrawi MH, El-Karaksy HM, Okahsa SH, et al. 2012. Outpatient
blind percutaneous liver biopsy in infants and children: is it safe?
Saudi J Gastroenterol, 18, 26-33.

16) Lichtman S, Guzman C, Moore D, et al. 1987. Morbidity after

76
101



percutaneous liver biopsy. Arch Dis Child, 62, 901-4.

17) Potter C, Hogan M. J, Henry—-Kendjorsky K, et al. 2011. Safety of
pediatric percutaneous liver biopsy performed by interventional
radiologists. J Pediatr Gastroenterol Nutr, 53, 202-6.

1 8) Short SS, Papillon S, Hunter CJ, et al. 2013. Percutaneous liver
biopsy: pathologic diagnosis and complications in children. J Pediatr
Gastroenterol Nutr, b7, 644-8.

19) Westheim BH, Aagenaes I, Ostensen AB, et al. 2013. Effect of
operator experience and frequency of procedure performance on
complication rate after ultrasound—guided percutaneous liver biopsies.
J Pediatr Gastroenterol Nutr, 57, 638-43.

20) W HOO, W, A B 2004, [€ 2280 72V NRORT - AR
ERE] NEFOFAREG & 2020137 NERNEL, 36, 1367-9.

2 1) JEE EEE 2002, [0S TWBIA~OBB~ =27 V] EEHERE I
R N2, 65, 1838-41.

2 2) Krishna OH. Sultana N, Malleboyina R, et al. 2014. Efficacy of the
seven feature, fifteen point histological scoring system and CD56 in
interpretation of liver biopsies in persistent neonatal cholestasis:

a five—year study. Indian J Pathol Microbiol, 57, 196-200.

(

102



CQ6 RREFHENZEIREFMREITERMN?

HEE V9 PRI ISR U7 AT« AFPSESHS G 3R oW BRAHRR T WIS B C IO
THIZERTHY . REFTHEZRDDECSE L5252 L afltd 5

HELEDRR S 1) @ o< HELES 2 (— 203k 82%)

TETFUADEE : C (59)

e

A CQ T, BA B CFAESF & WIRIFRF DT - JFPTHEHS Sk oW BT R &
DOEEIC ST AT L7 L2 L Ea— L, A T A AERZE ORER & 7%
EREVIAATE LT, HERBER AR LT,

S ESEY

%3 PubMed T 245 . [EHEET 104 {4, /N> RY—F T 5 :DFF 354 FmsCH
5. BA DF1% « TWRAE & W BRI R & OBINEICE K U 7zEm S 29 ARl
U7o, 78 TR O FFAERRAET AL & TRIGE & o B2 O~ 725 300% 22 w2
HY . R R E LT, #ME{b.  ductal plate malformation (DPM). FHAH%
FaAR 010 W IO EARAE S O 10 2 A EARIRY BIF Tz, 2B ET
ROHDD FFRRHEL & DPMAZ D S MRFEE L, R CHFFT SRS ARkl oo BBk
B 58/NMEEOFT RIZER LT,

78
103



4-10 ductal plate malformation (DPM)

104

(CK7 oy ik )

79



r’ﬁ% ﬁ’iM EBHg (/\“\7 l\ﬂF U vy Yufh)

AN
=

l4 11 Hﬁ"ﬂnw
[ 4% DA

- JFRRHE I DN T

AT D FFRRHE L & B CF RIS O ERE L7z 10 Gasg b > & 10 19716 16 19
D, ABFRNTOFRER 4 SCEk S S DR TS & (K 4-12), A4 v Xk
0.23[0.06, 0.91](p=0.04) & AEZENBD S, FFRRHEILAER 2 b DIEEH
CIFAEFRD BAFCTo 5 AIREME DS RIR S 4072, beb?’r? I 77 25 O TE 703 Fi TR
EREZREINT a—T v TN E R P 2R & AREIRE S
o7z (p=0. 11), HOHFAGFOHERIICNY == g VR o7zp 1 15 19
HAL D BRI D72 032720 32 VRIIHETILERH D, BT, i
AL OFREE N TR 5 & 28& S 9 W B Lpn e 3 58
b0 WANBAET D, SCHRARARE L. Pl RFRRMEL & B ST AR
B35 LITEWEEW HE LT,

no progressive  progressive Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI 1V, Random, 95% CI
Mukhopadhyay SG, 2014 5 13 49 55 26.3% 0.08 [0.02, 0.31] .
Sanghai SR, 2009 3 10 9 12 21.5% 0.14 [0.02, 0.94] —
Shteyer E, 2006 3 7 12 15  20.8% 0.19 [0.03, 1.33] —_—
Sookpotarom P, 2006 17 35 20 40 31.3% 0.94 [0.38, 2.34] —
Total (95% CI) 65 122 100.0% 0.23 [0.06, 0.91] et
Total events 28 90

. 2 _ . 2 _ _ _ 12 = o + + t +
Heterogeneity: Tau® = 1.34; Chi* = 10.37,df = 3 (P = 0.02); I’ = 71% 0.005 o1 10 260

Test for overall effect: Z = 2.10 (P = 0.04) Favours [no progressive] Favours [progressive]

4-12  FFRRAE(L & B CHT AR OBIFRICEE$ 2 A 2 fi#fT

80
105



« Ductal plate malformation (LA DPM)IZ-2UNTC

FEIRHARFNIZIX ductal plate WAL, 2k ZB (V2T ) )T 52 4T
FFNRRE SR S5, DPM L, ductal plate WU ET Y IV DfEELZ X 72 L
IRE L v, MR 7Y V2 - IAE R A HO S N IR A AR 3 A3 RO R
(ZEEFI L Y 2 ORMRRAT I BA & & TefE 4 NEFILER B TR BN D P,
BA DIGREARIEZ RBT HATRE L THER S, ZORIERE BA OFEIEE
RT 14 & OB AR LIz fEP BRI ND, B THOT Y b AL LT,
fiith @ steroid $ 5 ECB P2 BIETE K & OBIREMRFT L7 b DN H 513,
b\ﬁsibi)?“@ﬂiﬁéﬁﬁﬁ%ﬁﬂfl o2 LSS IX T TR, — 5, DPM & B CFATE
OBEICE R LEEmSUI 68> > 2 250 Zohinn 3fmaaih L A X fif
Wrafrotz 1 2 (X 4-13), BEHRAENY, 77 M ZHER 2FEHD
FFEGFETH D W, JEGEER D22 12270 Bt 7 A 27138 <. DPM DA %
IEEMI PR ICER LA & Lz (F > Xt 4. 36[0. 20, 97.33] (p=0.35)), 6
FHSCH. 3 ERSTIX DPM & TAAICBEE G D WL L, 3RS 1 P 3B L B
HLTWD, ZET U AREEZBE L, DPMIZH OHFEFICAEREEL 52
AR o O

DPM+ DPM- Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight M-H, Random, 95% Cl M-H, Random, 95% CI
Low Y, 2001 8 8 7 13 30.8% 14.73[0.71, 307.82] = >
Roy P, 2010 12 12 34 71 31.9% 27.17[1.55, 476.53] - &—
Vukovic J, 2012 2 8 6 12 37.3% 0.33 [0.05, 2.37] I e—
Total (95% CI) 28 96 100.0% 4.36 [0.20, 97.33] st
Total events 22 47

ity: 2 = : iZ = = = 12 =779 t t t J
Heterogeneity: Tau 5.73; Chi 8.57,df =2 (P =0.01); | 77% 001 o1 10 100

Test for overall effect: Z = 0.93 (P = 0.35) Favours [DPM+] Favours [DPM-]

4-13 DPM & H OJFEFEOBURICEST 5 A X fifitT

- JHPIERRE A RS o BB W 2R & B AL AP/ MBAE IZ OV T
ﬁé}f%ﬁ% BA O JIF RS A kS o0 BB 12 38D B 2 U NMBE O A7 10 E
RE, BOTPRICOETFEmSNTEA L B 2 QO FAERICOE
:.& L7ofisCiZ 9 f b b 1o 220 Ui S SRS A Z R ATRE T 72 1
152890 5 X BRHTCIE, PR MEE R R EVIEE (b LIIFET D &)

EHITHRN BRI CTH L Z LR ST (F v Xt 0. 25(0. 14,
0. 46] (p<0.0001)) (¥ 4-14) , BT OB SA T ADEWHRE D 2R TH, 4
w A 0. 22[0. 11, 0.45] (p<0.0001) THEZITFRD biLlc, HRAIT, KimL

81
106



DY N—TF 53 F OEFHR, FUNMEEE 150un”, 50pm™, 150pm™, 200um'™™ 35 &
O/ NMEEDOF I Th o 7o, B 1, BN OB OF B3R
FRORMTHRICHET 223, BERBIETHRICEELRWE L, Z0HEHEBE LT
FATAEARVERFF O BEEHR L T D, 727 7 RALAES4ED P VB IO
102 WA CIFAEFRE 2o T,

large ductules  no large ductules 0Odds Ratio 0Odds Ratio

Study or Subgroup Events Total Events Total Weight 1V, Random, 95% CI IV, Random, 95% CI
Altman RP, 1997 16 38 56 88  44.4% 0.42[0.19, 0.90] —
Mohanty MK, 2010 14 19 34 36 10.8% 0.16 [0.03, 0.95]
Mukhopadhyay SG, 2014 10 17 29 32 13.9% 0.15[0.03, 0.68] - =
Sanghai SR, 2009 4 8 8 12 9.9% 0.50 [0.08, 3.13] - - 1
&%, 2011 20 67 15 19  21.0% 0.11[0.03, 0.38] e
Total (95% CI) 149 187 100.0% 0.25 [0.14, 0.46] -~
Total events 64 142

ity 2 . i2 -2 I + I i
Heterogeneity: Tau? = 0.05; Chi® = 4.44, df = 4 (P = 0.35); I = 10% o1 01 10 100

Test for overall effect: Z = 4.54 (P < 0.00001) Favours [large ductules] Favours [no large ductules]

X 4-14  BUNMBEEE L B CIFAEFOBRIZEE 5 A Z 4T

AL S e o T2 A MOGRBIILL FO L BY TH D, Tan HIE,
JHAE % 3880 72 WIS 100 pm Al O RHE 23 DE L 2MFAE L2 W ¢ A A
HAENARRE L P, Roy Hid. ££ 150pm LA EOM/NEE 24+ 58T, #E/R
L 2EAEFENRAE L2, £72 Mizra & 1%, HEA L H I AEEE CUEE
Wi DRRE DI L < B RKBRP KR E L, DOEEIENENL S E Lz, S HIT
Baerg & 1% E CFATFEE] & /N VAT AR 51 0> )] TR e 0 i P S AR 2%
R U, AiE IS 247um THRE 163um K 0 JRAERN K E W &b LT,

VL EOFIR IV . FFPEHERRSE I 310 2 00 NBE O BRI AT LT B O
FAEFOFRNA M & HE LT,

= DR )
EOFME LT, A A N OWINCEIT 2 ST R HEIT S =23, &
WZBI T S RtaU IR E P CRRO Lo T,

[HELE ST D VERL]

RS, FINRE R f, WA, 7 e —HHEATE I TW b ong
<O TU M LAHER GRS T EICR R DD, AT F IV ATIEIANALT
AV AT BELTeoTWD, Ak, 2D % RIEX - KEIIIE 2 FEid 5 2
CWZED, REEZFHHOT S Z ENULEEND, BROBUIG TN - FFF9EHE
A RE ORI T RLIC S & | ik steroid O GIERCTHEFIN - [T %

82
107



SRS DN LN T LA, AT LTz,

[Z%3CHK]

1)

2)

3)

4)

5)

6)

7)

8)

9)

Altman RP. Lilly JR, Greenfeld J, et al. 1997. A multivariable risk
factor analysis of the portoenterostomy (Kasai) procedure for biliary
atresia: twenty—five years of experience from two centers. Ann Surg,
226, 348-53.

Arii R, Koga H, Arakawa A, et al. 2011. How valuable is ductal plate
malformation as a predictor of clinical course in postoperative
biliary atresia patients? Pediatr Surg Int, 27, 275-7.

Azarow KS, Phillips MJ, Sandler AD, et al. 1997. Biliary atresia:
should all patients undergo a portoenterostomy? J Pediatr Surg, 32,
168-72.

Baerg J, Zuppan C, Klooster M. 2004. Biliary atresia——a fifteen—year
review of clinical and pathologic factors associated with liver
transplantation. J Pediatr Surg, 39, 800-3.

Chen J, Li G, Liu J, et al. 2001. Ultrastructure of intrahepatic biliary
canaliculi and prognosis of congenital biliary atresia. Chin Med ],
114, 991-3.

Hossain M, Murahashi O, Ando H, et al. 1995. Immunohistochemical study
of proliferating cell nuclear antigen in hepatocytes of biliary
atresia: a parameter to predict clinical outcome. J Pediatr Surg, 30,
1297-301.

Kang N, Davenport M, Driver M, et al. 1993. Hepatic histology and the
development of esophageal varices in biliary atresia. J Pediatr Surg,
28, 63-6.

Karrer FM, Lilly JR, Stewart BA, et al. 1990. Biliary atresia registry,
1976 to 1989. J Pediatr Surg, 25, 1076-80.

Kobayashi H, Puri P, O’ BriainD. S, et al. 1997. Hepatic overexpression
of MHC class II antigens and macrophage—associated antigens (CD68) in
patients with biliary atresia of poor prognosis. J Pediatr Surg, 32,

590-3.

83

108



O) Lampelal, Kosola S, Heikkila P, et al. 2014. Native liver histology
after successful portoenterostomy in biliary atresia. J Clin
Gastroenterol, 48, 721-8.

1) Liu C, Chiu JH, Chin T, et al. 2000. Expression of fas ligand on
bile ductule epithelium in biliary atresia——a poor prognostic factor.
J Pediatr Surg, 35, 1591-6.

2) LowY, VijayanV, Tan CE. 2001. The prognostic value of ductal plate
malformation and other histologic parameters in biliary atresia: an
immunohistochemical study. J Pediatr, 139, 320-2.

3) Mukhopadhyay SG, Roy P, Chatterjee U, et al. 2014. A
histopathological study of liver and biliary remnants in the long—term
survivors (010 years) of cases of biliary atresia. Indian J Pathol
Microbiol, 57, 380-5.

4) Roy P, Chatterjee U, Ganguli M, et al. 2010. A histopathological
study of liver and biliary remnants with clinical outcome in cases of
extrahepatic biliary atresia. Indian J Pathol Microbiol, 53, 101-5.

5) Sanghai SR, Shah I, Bhatnagar S, et al. 2009. Incidence and
prognostic factors associated with biliary atresia in western India.
Ann Hepatol, 8, 120-2.

6) Santos JL, Kieling CO, Meurer L, et al. 2009. The extent of biliary
proliferation in liver biopsies from patients with biliary atresia at
portoenterostomy is associated with the postoperative prognosis. J
Pediatr Surg, 44, 695-701.

7) Shimadera S, Iwai N, Deguchi E, et al. 2008. Significance of ductal
plate malformation in the postoperative clinical course of biliary
atresia. J Pediatr Surg, 43, 304-7.

8) Shteyer E, Ramm GA, Xu C, et al. 2006. Outcome after
portoenterostomy in biliary atresia: pivotal role of degree of liver
fibrosis and intensity of stellate cell activation. J Pediatr
Gastroenterol Nutr, 42, 93-9.

9) Sookpotarom P. Vejchapipat P, Chittmittrapap S, et al. 2006.

Short—term results of Kasai operation for biliary atresia: experience

84
109



from one institution. Asian J Surg, 29, 188-92.

2 0) Suominen JS, Lampela H., Heikkila P, et al. 2014. Myofibroblastic
cell activation and neovascularization predict native liver survival
and development of esophageal varices in biliary atresia. World J
Gastroenterol, 20, 3312-9.

2 1) Vazquez—Estevez J, Stewart B, Shikes RH, et al. 1989. Biliary
atresia: early determination of prognosis. J Pediatr Surg, 24, 48-50.

2 2) Vukovic J, GrizeljR, Bojanic K, et al. 2012. Ductal plate
malformation in patients with biliary atresia. Eur J Pediatr, 171,
1799-804.

2 3) Desmet VJ. 1992. Congenital diseases of intrahepatic bile ducts:
variations on the theme “ductal plate malformation”. Hepatology, 16,
1069-83.

2 4) Czubkowski P, Cielecka—Kuszyk J, Rurarz M, et al. 2015. The limited
prognostic value of liver histology in children with biliary atresia.
Ann Hepatol, 14, 902-9.

2 5) Davenport M, Gonde C, Redkar R, et al. 2001. Immunohistochemistry
of the liver and biliary tree in extrahepatic biliary atresia. J
Pediatr Surg, 36, 1017-25.

2 6) Langenburg SE., Poulik J, Goretsky M, et al. 2000. Bile duct size
does not predict success of portoenterostomy for biliary atresia. J
Pediatr Surg, 35, 1006-7.

2 7) Mirza Q, Kvist N, Petersen B. L. 2009. Histologic features of the
portal plate in extrahepatic biliary atresia and their impact on
prognosis—a Danish study. J Pediatr Surg, 44, 1344-8.

2 8) Mohanty MK, Gupta SD, Bhatnagar V. 2010. Surgical outcome in
relation to duct size at the porta hepatis and the use of cholagogues
in patients with biliary atresia. Trop Gastroenterol, 31, 184-9.

2 9) Tan CE, Davenport M, Driver M, et al. 1994. Does the morphology of
the extrahepatic biliary remnants in biliary atresia influence
survival? A review of 205 cases. J Pediatr Surg, 29, 1459-64.

30) SR IER, KIF RER], TH IR 1991, MRIEPASIEIC ST 2 TP

85
110



TEEORFNILE OW1E o Ea—4—75 7 0 7 2% F ik i
5O 3 WonAIZ X D mEl. /NESAEE, 23, 216-23.

31) &% 29, 3R EA, @A 5L 2011, JREPASUEICRIT 5. FilfH
fin & AFPREL SRR N MBS ORI T ~D 8. A A/NRAVE 2 HES,
47, 303-8.

86
111



R
B IR
1M IHAE PASHE BEV R ISR 2 AR E i
JIEE PASHIE CIFIFNAEY 5 oI & 0 IR % (DT RELRSR 23 e

ST\ e, BRI TN ZITH> Z ERNEET, /\iﬁﬂ)ﬁﬁ@ IZEZ I K
R L CHMMEmM OB EEZX S Z & 2hhd & Lt 2 i e v 235k
LD, FNRIHE > THRIFAAT 2T 23 2 & 70 2 FR O H i E 8
95 Z T2 van, FREE OMELT U 72 ] ClrEdeE EECPFANRE T &
DENMATE DR EFIZL Y, PRU EOHMAZRSTZE 6 H DD T, VAP
& T RS %’_’E{F LTEL, £, FINENC T 57T RIGEZEEIC
LTELS ERBHABRFMOLT & 72012, FHTERAIZMEML & L,
2R < TH7OHEHE AL D BV, FINFHMBERTICHUAEA O T
IREF 5217 9,

2 HAEPASHE FA O v FA)

ARTE PASHIE N RAO R CTH D Z & Z RN L= d 1% Thomson "
T(1892 4F) . 1916 4FIZ1E Holmes?' 23 correctable type & noncorrectable
type IZ0FA L7-, correctable type (ZX9 2D FUTHFHIL 1928 H1Z
Ladd® |2 & » TH#4E & 41, noncorrectable type (2573 5 FID FHTEL I
1959 4EICE T 5 410 L 0 e & 7-, LK, hepatic portoenterostomy (Jﬁ
FESRGMI G « BV FI) 1 32 < ORBIAEGFE 2B F0 ik, R
KZIFANGNTND, BB FITEA R FEOLRN K S TREZD,
BY 53 1 PR E86SE A ik O UIBREI 36 L ONE S & E OFRREEAT 5 S EHE R R
A hERoTWD, 22T, MM GMOUBHREICET o AT~
T4y L Ea— ATV, SESGRHIC 2 M. F SR 5 B AN BRI R &
Nic, 7k, BEESEFMICET 25OV TO L E = — (33 L7227 -
7o

Kimura & °’ 13, 37 $i o> JH3E PASHAE L b9~ 2 AE G FRAFTE 21TV IR
A Ok 2 g £ cY) 0 iATe “supra—portal” | JFEEIZIZE] VA F 720

“portal” . FFMEFE ARk EE T H LD “infra—portal” [Z-DVT
Rt U7ofE . BBV FHEME 23388 L7 D1, “supra—portal” TiX 9 filH 1
@MudwfzﬁuiwﬁaﬁéﬁWiﬁ<\%wmr*mi%ﬁwn9w
(76. 0%) T 2 L1 Lo B CRFEFBIA 8 B, “infra—portal” T 34410

87
112



B 2L Lo B CHERG L&D~ 7=, FFFEHE GO (i
Fi LAV BFET D, EWVWH ZEERBL TSR TEETHDLN, W
ZEMFRE S NI DIX 40 FELLEBRITH 0 . T, BTSN A T ABFE
T 52 &, “portal” O Y IL—TTHAFFERRE AR O UIRET ES—E LT
RN END, TET AL LTUIREN EEZ BN D,

Kobayashi 5 (%, BRIEPASHIE 14 Flicxt L CHFAIES CRE AR E B D 2T
L. AEAE & RIREE & OB RIS R & T BRI 0 AT 2 & AV VR,
F 7o, YIBREFIIA A OPRONMEITH HERICTER L b, FFPEEE
& T & OBER 2 UEET 5 L30T, I ORAIZE L T2 S &
HCUBEERIZ DD DRV OB T D WS HiEaFE LT, £DORRE.,
14 197 13 4511 (92. 9%) THitE D E U /L E U 2mg/dl LLF & 72 572, ARHFSE
ILEGIERIIZETHY . T2 LTIRER EEZ BN D,

LRED D BALY s Y RS VX, ENEROMERIZEIT S
LTRAZEED LA GO UBE 7 E L LR LT a8, wWinb %
DOYIEEZ A NI L~ ThH 2D (X 5-1), FFFFEHE SRk oo BIBRei
X, LR BA, CRTIIAELAOMIROMEIT, HIIPMIRE R D —4)
2 Ko TR S 4L D = A L OPIARIPHEDR A « SMERE o w] K 5 IR P &
LTW5b, Zih 4 ik DOFIEIEREIL 10~80%Th 7=, 72k, 1989 4F
P2 B 2014 4F & C o HIE PASHIE £ ES RO Y Cld, SIETH AL 61. 0%
T I RDARIIIRS & 58. 9% T -7z,

88
113



5-1 : JFPIERAS Gk 2 BIBR L 7= 1% o T P
HFE3IH IR ARAE It & RE 1

JEE PASHIE 1T k3 2 AR & U TP 22 & il s vERIR) 23
ITENTNWDN, JFEICI T 2 IHEITRIRAIIC R X 72V 726D | fh
IE—¥EIEE 5 A 1T 5 FIXARARETH Y . S HIT, HHHE LD 72 NEL B
BIZIBAE R AEZ A LTG0,

Nio & 1% 20 FELL RAEAF U 72 NI PASHE B8 92 B 2 k52 & U T i il %t
FRAIFZEIC VT, B OIFAETE 72 Bl BAFRE L gt E O & 5 A BB 20
Bl 2 BET 3T, TR, SEHAHME, RHOEEROFECON
T2HEMCTRET LR R, REBETIX T5%CIHE R DR L= DITx L
T, BAFFETIZ AT TH Y . SIEIHRRERFIIN Z 47142 5401 0 R 2% 53 &
EFHICE S THAEIZ (p=0. 028) A 5.2 TW\WbH & LTWD, o,
Qiao B WD 244 FIOKFETTH . 90 HLLED FHiHIE L OHi&ILE K DI 5
AVTIEBIDS . Kaplan-Meier 4217 #H#R THEIZ (p<0. 001) PR AR TH D Z
xRl TS,

MRIEPASHEMT R ILE RIZ THREARIZL TV ATD, ZhzE<HMT
PUERIR -2 30 SNBSS N LGB 72 & Ok Ik Fii 7 £ 93 i
TSN TS, UL, SMEIRORRE RFIER (33%) & IFFMEIR DRHE K5
HESR (320) IZIEWAED o 72 & OWAE 1Y 0, SMEERRICHE S R EAETRE

89
114



EN AR CITAMEN AT S fe o TE Y, 22T, HETR
(ZBT DRI TN DOWT U AT <T 4 v 7 L E o —% 56 LR,
JEXL 8w, L 2HmEAMRTE ., FINONFIL I MO EBYAN LI, 1
TN spur valve (IZDOWTTh o7z, IERBIERDOBL B L OB CHAEF
ROM EIZHOWTOMBFN SN 8D 9 H 2wV T, AL HE
BRIIERZWD S D MmO TEBY ., 6 CIXIERZ D LIS
Mo Tz EfEmm O T\ D,

Nakajo & ' OREGIERMFIE ClX. A TR INTH 15 510 5> 5 13 filT
MRS 245, 05 OB T 2 05 5B W CTIRE R ORIET
Moz L HE L TVWDN, KifFZEiday he— RN EEETZET A
DR S 1R,

Saeki & 'V OIEFIRIHBAFFE TIL, 1984 4E)> 6 1989 4RI )T T A LIBF
FMFAT 2 FE0E L7 14 Blod 5 6 13 B CRRH- PRI 215, ISR ORE b
MoTe, —J7. 1975 A0 5 1984 4EIT )T T 50 B Cld, 42 BN AR P
R, 18 BNCIHE R ORIEE #7= & L CANTIFFROA AEZ#HE LT
Do T2l AWZETIIA LG OAEIC LD OB IR K & 70
HDHZEMNARA T ALYV EEEET S,

Sartorelli & '¥ OJEFIRIHRHFFE TIX, 1983 4EH> 5 1993 4F D RHHE B EHIE
501D 5 &, inclusion criteria Zii/z L7= 38 % N THGIr DA HET 2
BRI T TN LTSRS, 38 BB CRRE R A 30E L, IHER
FIEERIC b AR ZEITRD T, HEHRICOWTIA LR & VT
10/19(53%) . AN THFMLUEET9/19(47%) TH Y, AEAEITEIL -7 L
TW5, ZOFRETIIHERBELENBE LV ERTHL Z LICHEREZE
T 5,

Bowles & ' OJEFIEFEIIZE TIZ. 1984 4EH6 1998 4EIC spur valve f+f
INFAT 24T - 72 20 IEBI ORRF 24T, B RS 9 BITIE 18 [BIFEIE L |
GRS TOBACHAEFRIZ6 BT, 2055 56w LTALEROWE
DAL EERE CHREB LR, 2080\ THiiRids b o7z,
LoaL, SHIF 2B TIFEEREZZNEN RIS 2ERAE L TEBY | FH
O ILNBE PASHAE IS 31T 5 B R O RIE LA BE 532 Al Rkl L4 v @i <
M E LTS, AIFZEIE 2y b — AR FELRWIFETHY . =5
v ADIE S [FE,

90
115



Chung & % DJEFIRRRFZE Tld, 1986 4E7> 5 1997 4E0D AHIE FASHIE 41 11
B inclusion criteria Z¥ii7= L7= 39 4l % . Roux—Y il 40cm DAY <5/
B 78 A7 20 4, Roux—Y il 40em (2 N THGF 2 10 L7z 10 i, 60cm @ long
Roux-Y IO EPEFiT 9 D 3 FE TR L 7o k. BERBIERITENE N
10 41 (50%) . 541 (50%) . 31 (33%) T. 3HMICAELEZROEN ST,
F7o. 39610 5 B 16 fi (41. 0%) THEIEIEK A ST, Fifr B, PERI, 18
BRBG IR, IHERIIEICOWTEZERMBTZ M L= 2 A, IBEX
FIENIRRERBL LT & XA EENELS BT A & A8 (> X 5. 74,
p=0.0395) TH-o7=& LTWD, 7272 L. AIFFETIHHRI E D & 9 18Ik
SNTEDPBEHINTELT, ZORIAAL T AZ@D 5,

Komuro 5 2V OHERIxFFRAFZECTId. 1974 4E2> 5 1999 4F 0 HE FHEHE 36
BIORF 21TV, 1984 FELIRTO N TG L 7 F1 0 JHE S 3 IE 1T 4 5
(57.1%) T, 1984 FFLIED N TRGF& VU 29 ] JBAE 2 F8E 1% 10 41 (34. 5%)
Th ol @CITIFFRR STV RN, Z DRERIHT Fisher DFERME
ZHEMTH L, p=0.394 THBERICA B ZZRBOE) o To, AFFEIEREE
BEHIMIOENR DD N RKERAAL T AL D,

Ogasawara & 2 DT & LB FHFABFZETIL, 1998 4525 2001
FEOBEASUE 21 B4, BIHHEAICHET VDI AT Y 10 6], A
TR EE L 11 NS0T TRRET L7k R IRE R OIIEIIN Lnsrd 0 BED
5/10(50%) . N TR E LHEDS 6/11 (55%) CHiBERIC A E 22 8O o 7,
FIEVHRETH . AT ® 0 B 9/10(90%) . A TG LEED
7/11(63. 6%) CHiFEMICH B ZZ RO 2o 7o, AFITITEN 0 (1T 03T >
FLhThDHIZ L, HARANEPHAV DN THD LN AT AEGRD
Al

RS ) OIEFIRTIBIFFE TIL, 1982 4E)> 5 1990 4E DB 1T JEJEH] 52
Bl &, 1991 #2005 2001 A= D EFE SR +spur valve JEB 45 B LLs T 217
W, EERFEIERIL 7. 7% vs 40% (p=0. 0822) , HHIEIHIHIL 73. 1% vs
62. 2% (p=0. 2529) TWTN b A EELRBORD > 1o, AWFFE T historical
control THDIZEDNAT AL, ay ha—/REEF IT{ETHDLHZ EIZ
HEEET D,

— 5. WHRBGIEFATIAE 5 B OW T 2 ROIEFIEREAH Y . Nichol
BV X ERES O 20 FERGHE L TR SN2 IHA A LD A &k

91
116



LTRY, /NS P I ATIBRNEREE 2 S5/ NMERESIED 1 6% #
HELTWD,

2014 4E-0D HE PASHIE 2 E X GREEFT 1 I, HLME Roux—Y M4 78 2, 078 441,
N LHGFRAHIN Roux—Y ¥EA3 580 PR STk v . MHER OFAILHHM
Roux—Y W5 Tl 869 i (41. 8%) T, ATLRF AN Roux—Y {5 TIiE 196 f]
(33.3%) T®H V. Fisher OFEFRMEIL p=0. 0005 ThH-o7, T7-, HEIEIHK
L ELAHE Roux—Y WA Tl 1, 293 1] (62. 2%) T, A LIFIAHIN Roux-Y ¥ Tl
357 1511 (61. 6%) Td> V. Fisher OMEZRMEIL p=0. 7717 Th o7z, 7272 L,
Z OBEIIMOAZER T (Fifr B, HWERE) RBEREINTELTHEE
ZET D,

WHRBG TR OB, 2T L b FTRAE O M ISR o0 E o
725, S BASHE 2 EPSGREFC L 2 RN RoHRBICA BN D L DI
(4 5-2) | I TILHM Roux-Y W& A METT 9 D Max 23 H8 2. F 72, Roux-Y
AR EDZHEELHEMLS>oH 5, Ziud, fERIFBM & 2256
2B W T, FFARH S DB Roux—Y IO —#B3 U S TR 25 FH
BRICANTAER B2 b D, THEASEIC I 2 I8 K OR LR FIL,
AP OB L 0 b, & DICHEMERBEFFIC X B ATREME DS RIR S
Do

120

100

80

60

40

20

0 O—=0"0— 00— 0= @ @
S O 4 NN MW F 10 O - 0 OO0 O 4 NN M F 0 O - 0 O O +H N m H
DV O D O D o OO o OO OO0 O O o oo oo oo oo A A = oA -
S O O O O O O O O O O ©O O O O O O O O o o o o o o o
— = o~ 4 " = 5 " " ~ 4 & & & & & 4 & N N 0 N NN NN
=—0— i Roux- YW & == 5] 11 7k _#Roux-Yik
—— /|-t 25 1558 =0— A\ L7 Roux-Yik SRR ER IR M) & i

5-2 : AHyE PASHIE 4

H

BEREEEF (2014 4R) 12 L B HEF R OHER

92
117



275 3R

(1) Thomson, J.: On congenital obliteration of the bile-ducts. Edinb Med

J 1891-1892; 37: b523.

(2) Holmes, J.B.: Congenital obliteration of the bile ducts—diagnosis and

suggestions for treatment. Am J Dis Child 1916; 11: 405-431.

(3) Ladd, W.E.: Congenital atresia and stenosis of the bile ducts. JAMA

1928; 91: 1082-1085.

(4) WVEARER, gAR= ¢ SERMEEMZEED “Fril F A" #licxd 5

BFMr 2 0 PR - WA, T 19595131 733-739.

(5) Kimura K, Tsugawa C, Kubo M, et al. : Technical aspects of hepatic portal

dissection in biliary atresia. J Pediatr Surg 1979; 14: 27-32.

(6) Kobayashi H, Yamataka A, Urano M, et al.: Innovative modification of

the hepatic portoenterostomy. Our experience of treating biliary atresia.

J Pediatr Surg 2006; 41: E19-22.

() ZEEANE. WRFEZ. &8, M JHEPASEICK9 2 AP &

FFPIERZE R -7 Z o F 7 A EGIBEC X 2 APPSR . /NS 20065 38:

866-869.

(8) MEAfk, YK, EEE—. il IHLEPASIEIZT 5 CUSA & W72 1T

F R G AR — REAE T RE & T PR O MR A BRI U 7o AT FERALEE & 5 DB /)N
JAVEE 20065 38: 854-860.

9) HLZEB, HIEEE, @ARSL, il JEEPASENTPIEERTE & T2

W& —ARAE AEATIC 35 < RRIE PHBVE O T FER#sTE NEAARE 20065 38 870-874.

Q)R IEFE. KHABER. Ak & : NHEPASERT PSR ERG & TP 26—

JFFRERAS Gk 2 70BNz & D N THGIE (spur valve) fSINFFAEE 22 V0597 0D SEBR

/NRAVEE 20065 38: 861-865

(11) A AREE PASHAENTZES « AEIE PHEHE 4 [ B Fo85 7« EIE P BFORE 2[5 Bk dak

2014 FFEREHRE R, H/IMMEE 20165 520 291-297.

(12) Nio M., Wada M., Sasaki H., et al.: Risk factors affecting

late—presenting liver failure in adult patients with biliary atresia. J

Pediatr Surg 2012; 47: 2179-2183.

(13) Qiao G., Li L., Cheng W., et al.: Conditional probability of survival

in patients with biliary atresia after Kasai portoenterostomy: a Chinese

93
118



population—-based study. J Pediatr Surg 2015; 50: 1310-1315.

(14) Burnweit C.A, Coln D.: Influence of diversion on the development of
cholangitis after hepatoportoenterostomy for biliary atresia. J Pediatr
Surg 1986; 21: 1143-1146.

(15) Ando H, Ito T, Nagaya M.: Use of external conduit impairs liver
function in patients with biliary atresia. J Pediatr Surg 1996; 31:
1509-1511.

(16) Nakajo T, Hashizume K, Saeki M, et al.: Intussusception—type
antireflux valve in the Roux—en—Y loop to prevent ascending cholangitis
after hepatic portojejunostomy.

J Pediatr Surg 1990; 25: 311-314.

(17) Saeki M, Nakano M, Hagane K, et al.: Effectiveness of an
intussusceptive antireflux valve to prevent ascending cholangitis after
hepatic portojejunostomy in biliary atresia. J Pediatr Surg 1991; 26:
800-803.

(18) Sartorelli K.H., Holland R.M., Allshouse M.]J., et al.: The
intussusception antireflux valve is ineffective in preventing cholangitis
in biliary atresia. J Pediatr Surg 1996; 31: 403-406.

(19) Bowles B.J., Abdul-Ghani A., Zhang J., et al.: Fifteen years’
experience with an antirefluxing biliary drainage valve. J Pediatr Surg
1999; 34: 1711-1714.

(20) Chuang J.H., Lee S.Y., Shieh C.S., et al.: Reappraisal of the role
of the bilioenteric conduit in the pathogenesis of postoperative
cholangitis. Pediatr Surg Int 2000; 16: 29-34.

(21) Komuro H., Makino S., Momoya T., et al. : Cholangitis associated with
cystic dilatation of the intrahepatic bile ducts after antireflux valve
construction in biliary atresia. Pediatr Surg Int. 2001; 17: 108-110.
(22) Ogasawara Y., Yamataka A., Tsukamoto K., et al.: The intussusception
antireflux valve is ineffective for preventing cholangitis in biliary
atresia: A prospective study. J Pediatr Surg 2003; 38: 1826-1829.

(23) ZRIERD, FEEHETT. BFBERS, ff1 : ARIEPASUEIZ DU T o B kAN
T2 /NS 20065 380 316-318.

94
119



(24) Nichol P.F., Adzick S.: Gallstone ileus 20 years after a Kasai

procedure using a stapled antireflux valve. J Pediatr Surg 2007; 42:

264-266.
(25) /NEFERE. KA. PREPIWE—BER. il A& BASUE Tl o i B 1k 57 23 R
K& &2 BV /NGIRERED 1 6] HAREHIREESGE 2011; 31: 807-810.

120

95



HoE WREEE ) =N AT g Ll

CQTAMRINEAIY K IR E(XHRAM ?

HELT  MEEPASIE N B D L 5 AR BEE LBV TIL, EX I VKA
B LD HIER ~OERESLETH Y | FFOERO H kA DHE DT
SEBEBLESEA, MANce Z 2 U KEHIRNE G+ 552 #5515,

HeREDGRS T1) s <HERES 5 (—He 78%)

TETFUADME D (& THHHY)

i

MEEEECBE D D E < DRTFAE X I VKIRFEEZ V7 EThy, X3
KITIER 72 MR EEE ([ SHTH D, AT, 85 ORHF CTHIEEEE (2B L
TEX I VKARRBIZRD Z ST EA RV, FiAaR, LR, FFREZEIC X

DEH I VKARICH S HIAEN M S5, NHEPASE CIEHML <o B2
BT 9 oD T2, IBE ORI RO SWN A5 L 720 | fREEME
EAIVTHLES I VKOWIUIIEE 2Rk, B4 I KRZMEHIMAES
%3 % 1980 “FRi1E D REFAAIZ L D & W MED b 1% 313 451l H 137 51 (43%)
ThHo " (5-3), FELEH - MRFAIIEIEIELED &,

96

121



5-3 ¢ EEPABE FINATRIZIC 2 D A RTEAE S L OWMH{AIREE ST b
(¥R D MR HA i

N

97
122



S ESEY

T5EDOSCHRY A D ZER L CA 2 U —= 7 & Ei LIk R, 4027 @
SCHROBEH N ATRE L B 2 DT, TR 5 S HHEFN R 2 — /A7
MTRTLE & Wo e =X A= A=A 0, B9 o WHERICBIT A E#
Y KRZIREBIZOWTOERIERNTE /. ENETH Y ZDM Ay R —F ik
5 3RTY EMATRET L,

(25 DOFAM - FHTHEC I 5 H I & o]

van Hasselt 52 10k 24T &L F v ~—27 OBIERSEIEREED ST L
T TIE, EZ I VKRZE LT PT-INRLG, FLWEX I VKKRZELT
PT-INR>4, B X I U KXRZMHME LT PT-INR>4 K OVHIMER & EFEL, E
ZIVKEGIECIDEZ IV KRZIREBIZOWTORFINTHOIL TV D (F
5-1), LAk D EL AT FTIH 1990 FE00 5 2003 £ F TlEHAR Ing OB
X I VKOBRAERE 2TV, BELREOGAITA% 2 5 13 M FE Tk 25
g/ A G- 24T > Tz, ZOMMICHA L BERSE 118 i e I K
ARIZEDBHEENHMA K LT-DIL, A TETHNL 30 FlD 5 HD 13 fiT
Hol-(F5-2), —JF., Tr~—27TIE 1994 FD 2000 FFI2BWTIE A%
2mg DX I VKOROEE, TORITHARE THIUL Ing/HAEMEL, 2
DOENZIEA L 7o NHIEPASE 18 Bl I RFFLACHE O JRIE PASHAE 1 13 5l Td o 72 H35H
FENHMIZE) > 72, 2000 FLIE T 2m g OFE 1 EICERE IR, 20
MICFAE U 7= B2 O BB PASHIE 10 1 C S BEZEN HIMIZ D~ 72, fth), il
EE b ATIHRBRICHT IS IV KOBEITAEZD 1 HORTHY . [
I A U 7o N LR I A U2 MHEPASHIE 93 il Tk, B4 I U KRZ M
MIZ1BOHRTH-T-, ZOREE, EX¥IVKORABRGEZITTWTH,
ICREAEE RO EESIEIC BN TIIE X S VKRZWRERH 5 Z LR EN
TW5 (£5-3), BIH, RAREROBERASEICBVN L, EX4 I VKD 25
pg/ BEETIIE X IVKRZZ BT T, HENHMEZR < Z
ENTEROVN, Img/AHEGIFMHEMRBEERI O X I U KRZ B X OBHEN
Hmicxk LT, 2mg OFHRNEG L RBEOHEIMERH D L LT D,

98
123



A
(1991-2003)

T

(1994-2000/1 A)

F~—7 (2000/7

H-2005)

Bk BRI Ing 2% | AEEAIC 2mg A% | EEZIC 2mg AR
A5, To%kic | nEE, 0%
26 pg M AKYG | Img K S
A 2, 963, 609 440, 529 356, 602
ABIE PASHIE D B A 139 26 20
ABIE PASHIE DF A == 1:21, 321 1:16, 943 1:17, 830
BRAMIE B 21 8 6
FREHIE B2 118 18 10
REFLOR SR 30 13 10
NTLFLRAE 88 5 0
(3ciik 2 X v 51H)
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B O ik C O L
A 25 | B: C: £ |pfE DA | 95%IEH | U AU | 95%IEH
pg%k | lmg | EZIC X X
HE | 2 |2mg &
REF | AR | A
Bh | A&
5.
E& 3> [30/30 |5/13 |3/10 |<0.001 |2.6 1.3-5.2 | 3.3 1.3-8.6
KRZ (100) | (39) | (30)
FEE X 29/30 [3/13 [2/10  [<0.001 |4.2 1.5-11.3 | 4.8 1.4-16.7
TUKXK | (100) | (23) | (20)
a
E& 3> [25/30 | 1/13 | 1/10 | <0.001 | 10.8 1.6-71.78.3 1.3-53.9
KXRZMH | 83) | (8 | (10)
H ifi e
SHENHY | 13/30 | 0/13 | 0/10 | 0.001
il (43) | (0 | (0)
(3cik 2 X v 51H)
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#5-3 : HEMAIERFE IR 2 B 2 PR GIE T CTORFLEE & AN LTI
BTOEEIVKRZORERAED R

X IVKRZ HIEE X I UV KKRZ XS U KRZMHH
1L i
VA7 | 95%[E8 | VAT | 5% EHEKX | VA2 | 95%[(5H#HEX
Lt X[ [ Lt [
ANTHREWR | n=93 1 na 1 na 1 na
FEFLEB+EE [ n=10 [ 4.7 1.4-15.8 | 18.6 1.9-187.0 |9.3 0.6-138
%12 2mg &
e
AL +Img [ n=13 |6 2.1-16.8 |21.5 2.4-1910 | 7.2 0.5-108
e AR
5.
FERLEFE+25 1 [ n=30 | 15.5 7.2-33.6 [89.9 12.7-632.0 | 77.5 11.0-548. 0
L NER Y IuESS
5.

(3Cik 2 £ v 51 H)

fih 5. Mager HIT LD L. 43 BIOBEE )& PEEEE DRI 5 - FEATER BB
&L 44 BIOREE I IO 29 FIOEREE D & R EEIENR © S TR R A O
PIVKA-TT fEZ #Rat L 7oA, MEYE O oW FR AR 23 61. 9144, FEEIE S -
AT EERE N 1,213 & A oW CAER LAPRO b, Fo,
Pwmvnfaimﬁaiﬁt)/vt/wa@:O]jzrpomB) TR AR 2 (r*=0. 22,
p=0.001) . AFFEHEDEIESE (r’=0. 24, p=0.0001) & IEDMHENZED LT & H
%waéo

F/o, X A= A=A L LT Diamond & 4%, PAZEMEEIH OTETIC
IREEERE 2 MRS L, MBS U T X 2 v KGR st e 2 & & B 54
RELELTWD,

AANRR P2 AEREES Y IV KBGEORBE LINEEBRICE D T
AR IR e I U KRZEHMAESST 5 B4 2 KBRAREGOURT A B
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T4 (BEEM) | 2BV TIE, GHEZRZRWEEICIIK 21y 703
A GEPHER SN TEBY . £, A% 372 HETK2v 1y 7 2mg 2 1[4
BHT 5 ENREEFRHEE LTSN TWD Y, BANER RSO 2ERA
Tkl L3 Mgk X I U KRZMHIM 71 Flo 55, B4 I v KRA
3T EHID 5 6 10 FHTEHAZENH M A B, £ D 5 5 7 Fil23HEPASUE - T
RThoT-, —H., BANE T2 2009 FOREFAE Tl JHEPASIE
84 Bl 5 BLIFHIHINAS 11 Bl A, £ D 55 5 1] (6. 0%) NEHZENH L T -
7o B2 IV KEAID 3 [EHG 03— REIIT 72 o 725 0D 1989 4726 2009 D 11
RO TIE, IHEPASHE 2, 417 FIrh 104 41 (4. 3%) ([CEHZE A HII & HF% L T
P EEPASEICAOF L7-BEE N H I OBEEE X 9.5 B 4ETH o 7=, D
H. K2vry 7o 3 EHEG6TH EERSEOSA ICIZBEE N H 23 4 U
Do
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[ DR - FHE G- DORITEH]

B4 X U KBFIOIERENE G T 2 REOHA KT 07 Tk, O v¥
LUK RZMEHMIEDN DN IR ITIE, BIAZEHE L T\ ThEH 2
KA Img AFET D, AL, BX I UKBEIOEEITT ST 4 7% — K
IS BET DI ENHLDTP-L Y EFEET LS (HEITEER) @ EEMIZIX
HBEARE MAE 10~15ml/kg DOEWIEAZ T 50 KEIEFNITHXEFEEK
BREANAIOREBET D, Lo T0D, £2, A Y —C0iRMHEY 12
BIFAFEHEOEESLE LT, e e Ui, harARTF R R, ~XS
T AF T A b OFERRL PIVKA OFE 21TV, B4 X 2 KAKFMEEEE K7 0 5
WaRERT A E EoEEE LT AEREG Ty a v ZIEREH Hbi
52 ENHDTDRTHENEE L R EET 2 5603 B o ik 4 b
STZDDWNT N—ZHND R ETHICERET L2 ENET LN TND,
[HELEST D ERK]

BBV AT YT 4y 7 bEa—LLTE, 7Y MIAICHs T ET VR
2R 2 WY R ST RERELPHICRD Do To, Lo L, IHEPASHE N B
s L) RHAEMEREOBEEBE LK, BX4 IV KRZEICRTHEH
LUKBAOMFIILARTH Y . IR CE LB EEREER RO Hiv T
WZ EMD, MHERSENREDND K5 REBEEDE LSHEITIE, iance
2 I U KEBIRNE ST 2 F 2 m < #HEE 5,

275 3R

D A B ¥ I RRZEHIE FAEBES. 2010540:993-995.

2) van Hasselt PM, de Koning TJ, Kvist N, et al.: Prevention of Vitamin
K Deficiency Bleeding in Breastfed Infants— Lessons From the Dutch and
Danish Biliary Atresia Registries. Pediatrics 2008;121:e857-863.

3) Mager DR, McGee PL, Furuya KN, et al.: Prevalence of Vitamin K Deficiency
in Children with Mild to Moderate Chronic Liver Disease. J Pediatr

Gastroenterol Nutr 2006;42:71-76.
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4) Diamond T, Parks RW. : Perioperative management of obstructive jaundice
Br J Surg 1997:;84:147-149

5) HIE Fa, HEE e, mfE=EfE, M AR - SR e X I KR Z M ME
o ¥ I KBARGEONRET A R74 2 (EER) | BIEEE
2011;115:705-712.

6) BEIE B, HEE . EfEEE, M LR I UK RZMEHIME & ERE
JlE (1999~2004 4F).  H Pk A Vi 236 20065 16:S55-56.

7) Williams MD, Chalmers EA, Gibson BES, et al.: The investigation and
management of neonatal haemostasis and thrombosis. Brit J Haematol 2002;
119:295-309.

8) 7 AV —NIEEMLE (5 8 ). 2009 49 H)
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CQ8: 30 HURNDEBmFMIIERAMN?

HESE - IEEPASIE O B AR R 2 B8 L7254, 30 ALINO B T 217 9
FERET D,

HER OB S T2) @ 99 HEVET 5 (— %k 94%)

TEF U ADME : C

fiREEH.

S ESEY

Pubmed XV 11248, EHEEL Y 30 K. ZOfth Hand search T L5 1 RDOE
Gt 143 SCHRIZ DWW T 2 A Y7 U —=2 7 %47\, 30 HLANIZES TE T84 % hf T
L7 fEB O B CFAEFRIZOW TR STV D 16 STERE R LR R, A ¥
T U ANARETH-T-DIE 3 Lk ™ ThH o7,

[Z% DR : B AR 5]

BV A A BEAT U7z 312 BB & kG & L=l ) X ORERFZE Y Cid, 30 HR
WOFMHEIE 31 BS 90 H, B ON9L H LD FHHH 0 plihs 2 Lelat L.
44 H O RIT, £E% 30 BARIEO T T 49%, £% 31 B2 5 90 H O FIfF
T 36%, % 91 H LD TR T 23% (p<0.0001) Tdh-o7o, 7272 L, TR LD
FEnIZ BT 2 B OIFAEFERITTR SN T2,

1, 044 SEGIZ Xt E LT 7 7 v A% FHRMFIE Y Tlx, Bl PiliE 4% 1
A ETITHEAT L7fER &, A% 2 A, 3P H, BIXOZERLEICHETT Lz
iE ] 2 LRSS L 7o RG 2R, 20 2 B AR RITAE% 30 B £ TOFMTD 39%, &
% 2 1 H E TOFMD 32%, £ 3 1 H £ TOFIDs 28%, 4% 3 1 H LA Ty
23 19% (p=0.0002) TH-7=Z & L0, 30 HUNDOEEFHILAE CHAEFERE L
T2 &b LTV D,

— 7 KIE O E% TrPE IR 2 i T S 407 92 AOHEPASUERE O 9 b,
30 H AR CRM & MifT S iz 9 IER & xS & U= AL ¥ ik, Atk
11. 04, 3 7 A OFRf R CHFRAE 2 fif T S V72 5ERNIE 7 61 (77. 8%) .30 H LARRIZ 55
P FAT & fiA T SV TIFRAE & 70 o 7o SE BT A% 32. 1£7.1 1 A OFEA T 53. 4%
ThHV, 30 HARW COREFHITE OHFEFRE T2V OfRTHo T,
el2 L. IR TIIAEZEITE S ( p=0. 166) , TS TIIAEENRAD
T2 23 (p=0. 039) . BLEHIFEI S 16 4F & & < AR R BB DAFHE S HI] L T
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VY, BHEDE IS TRV EDORENE 2 LD O DOFEMIZH 5T
v,

ZID 3 SLERIZ DWW T A X FRNT AT » T2 kE R, B OFAEGTERO A v X 0. 47
(95%{EHEX [ 0. 29~0.78) &, RHIPMOELMEN RSN, (X 5-4),

Experimental Control Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight M H, Fixed, 95% Cl M H, Fixed, 95% CI
Chardot C 2013 21 40 295 453 53.0%  059[031,1.13) —
Schreiber RA 2007 1" 21 250 328 33.4%  0.34[0.14,084) ——
Volpert D 2001 2 9 3473 135%  0.33[0.06,1.69) L
Total (95%Cl) 70 854 100.0% 0.47[029,0.78] ‘
Total events 34 579
Heterageneity: Chi*=1.15, df=2 (P = 0.56); F= 0% o o m 5

Test for overall effect: 2= 2.94 (P = 0.003)
54

Favours [experimental] Favours [control]

Z DM, FifF Bl O ERIE 30 H LS T Zimsl b &7z 145X D E
PRV E =" T, WL R TINOAAEEZ RET 5 LGS T\ 5,
ACQ TiE, FATHEN 30 B CREBML LzimCa x5 e Liza, Znbisticd &
D BN T EIT o oG B OA AEEZ R T SIDZH A LT\ 5D, FEFIED
WL CIX R RIROA AES RS, REIFRINT A AIFEFER
Ze i B ATREMED E L,

F7-. T EH O IEIE FBUE £ ER SR D 2005 £35S 2014 FEE TD 10
FRICIH T 2 BB SRR L L CAh D &30 HLIN 73, 1%,60 H AN 66. 5%,
90 HLLN 59. 5%, 120 H LA 57. 4%, 121 HLIREE 19.6%& . 30 H LAN O & 76 47
(2B DEEERIL, 30 HEAREO FARIC iR U CTRUEHROUGEIC A EE
(p<0.0001) N 0 . FHEAFMOF A RR SN DA, HOHFAEFRE OREMGR
IZOWTIIRET TE T (K 5-5, ¥ 5-6),
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5-5: 30 HELAWFEMHI (Z2) ORF£LEICE L, 60 H LAREFG] () TIXAT
FEDOMMMNEFEIHTH 5,

Bl 397
4001

300

200

100

~30 60 90 120 121~

FHlTes B 5

5-6 : FITIRE H ln 5l 5 (MHAE PHEHE 42 [E B 8% 200572014 4

[EDOFHM : #75& AOHE D]
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FITAEPHEIZOWTO BN RE S fEN N2, FEIZO>WTo=
BTV AIRATH B,

[HESESC DERK]

PLEX Y HUHRE I - ML cE R, TERASHIE O B AR 2 B E
L7256, 30 HUNOEWEFI 21T 2 Fa i+ o) iR, L,
Z D% Difim T\ 30 HLUNORZW S NEER2 56 D S EBAF 2T 5 2 L & ET

\Fﬁﬁﬁéjkwozkﬁxﬂﬁﬁwﬁdﬁmﬁ EWVWHERNEHSN
7o TOFER THARAIZIZ 30 HUNOFMNLE E LS, ﬁ%%%@#ék
l%ﬁ&OJkVQW@%£ K922 L THL, TOBROKREDFEREED

BoHNlz, F2, TET U RAOBEIZOW T, KBS e 2hROHEEHE
T DHERISIREN TH D THREICELT,

25 3R

1) Schreiber RA, Barker CC, Roberts EA, Canadian Pediatric Hepatology
Research G, et al.: Biliary atresia: the Canadian experience. J Pediatr
2007;151:659-665.

2) Chardot C, Buet C, Serinet MO, et al.: Improving outcomes of biliary
atresia: French national series 1986-2009. J Hepatol 2013;58:1209-1217.
3) Volpert D, White F, Finegold MJ, et al.: Outcome of early hepatic
portoenterostomy for biliary atresia. J Pediatr Gastroenterol Nutr
2001;32:265-269.

4) Jimenez-Rivera C, Jolin—-Dahel KS, Fortinsky KJ, et al.: International
incidence and outcomes of biliary atresia. J Pediatr Gastroenterol Nutr.

2013;56:344-354.
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CQUMBRDATAARIREIXHAMN?

HELE - B TOR BT AOERTIE, RYINLEEC A O EFROUE
IZBWTHERENA D LT onrole, —FH, ZHETOHE
MZDOIEERBRCa v P AI—T 4 VI OEREEET D &,
ML H O AEFEROM E2HHE LIAT 04 ROEGIZOWTOHES
. RKHA RTA U TIIEE TER,

HELEDTR S (72 L) - WIREZRHELE S T X 720y (— 23k 58Y%)

TETFUADBE B

iR,

S ESEY

JhaanFaf Kbt 7 X —%M L7 Cl/ HCO3-D A Bk E DAL X
HAT A ROBEEHRFBERNPE LN/ TETRY, HEELZZIT TN
D AT OMERE . MIABE 23T 2 BEVFHRIMREEE, RIEOMHIR EAT r A FD
B G i AR T B AlREEN H D E S b T\ b, L, fHiEFASHIE
WA T oA, ROBRENEHTHDLNE I DOV TEH LN TRV, 2
T, WA V== 7 ORGBLE LIZ 244 LD H B, AT A REEGENER
LB AFEGFROM BB DD, AT aA REHIZHESEIEMR., &0 )
i EFBICOW TR _NE AW Lz 13 TPIc o0 TRat &2z 72,
[#E DR - #yEEE L A O AEFEROm E]

JHEPASIEN B DA T A REHIZET LA X T TV 2D 247" 2 BX
O ABFZED 28 ¥ PR ESNZN, AT uA REGREE 2T a4 RIERE
Mot ¢, HEELHCHFAEGTEEOM EE W) R LTI TR L AREAK
YEIZE L TRy o 72 (p=0.60), (%] 5-7)

Steroid Placebo Risk Ratio Risk Ratio

Study or Subgroup  Events Total Events Total Weight [V, Random, 95% CI Year IV, Random, 95% CI
Davenport, 2007 17 34 15 37 221% 1.23[0.74, 2.06) 2007
Bezerra, 2014 42 70 4 70 77.9% 1.02[0.78, 1.35) 2014
Total (95% Cl) 104 107 100.0% 1.07 [0.84, 1.36)
Total events 59 56

oo, 2= . 42= = = . 2= 0, L L L ]
:et(;:;ogeneltyl.l T;u ; 2900 g::n p_0.03zbdf 1(P=0.53);1*=0% 0.01 01 1 10 100
est for overall effect: 2 = 0.53 (P = 0.60) Favours [Steroid] Favours [Placebo]

4 5-7
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BERZE THR° 1D TIE, AT aA NSRBI E CIFEFRD
KFICB O THERDENR DD LT O 1HL ORTH Y | DR TIE
AT A RFEEREE AT 0 A FIFRGREOLK T, HHMEL A OHAFRITE
BKHEIZEE L CUig o 72 (p=0. 95),, (] 5-8)

Steroid Control Risk Ratio Risk Ratio
Study or Subgroup  Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% CI
Chung 8 13 12 17 17.7% 0.87 [0.51, 1.48) —u
Davenport 271 62 49 91 26.2% 0.81(0.57, 1.14) i
Escobar 12 2 10 22 156% 1.26 (0.70, 2.27) -
Meyers 1 13 10 14 23% 011[0.02,073) ——
Muraji 121 208 5 14 122% 1.63(0.80, 3.32) T
Peterson 5 20 8 29 78% 0.91(0.35, 2.37)
Vejchapipat 20 33 10 20 181% 1.21(0.72, 2.03) B
Total (95% Cl) 370 207 100.0% 0.99 [0.73, 1.34]
Total events 194 104 . ) .

Heterogeneity: Tau? = 0.06; Chi* = 9.83, df = 6 (P = 0.13); I = 39%

Test for overall effect: Z = 0.06 (P = 0.95) 001 0.1 ! W 0

Favours [Steroidl] Favours [control]
5-8

[FEOFM : A7 a4 ROEHEA]

IEABFFE 2 330 2 B R OBIERNIZE 733~V ICBiF D AT 1A RE5RE
AT A RIFEEFHDOZT oA FORIEROLBIZOWTIL, WIhbAE
KYEICE L TR o 72 (p=0. 38, p=0.83), (X 5-9, 5-10), S AWFFED 1 i
Y TR, MBI, IBEELR EORERAERESNECREShTy
77 F77. EILFEE moon face DF 41512 LRHERD 2 4 OIE»RH 5H
M. 6w o TS T U I REWERITE Ao - R STV,

Steroid Placebo Risk Difference Risk Difference
Study or Subgroup  Events Total Events Total Weight IV, Random, 95% Cl IV, Random, 95% CI
Bezerra, 2014 2% 70 13 70 43.1% 0.19(0.04, 0.33) ~
Davenport, 2007 0 X 0 37 5.9%  0.00[-0.05,0.0
Total (95% Cl) 104 107 100.0%  0.08 [-0.10, 0.26)
Tolal events 26 13

Heterogeneity: Tau? = 0.01; Chi* = 5,53, df = 1 (P = 0.02); I* = 82% f ' |

DS 4 05 0 05 1
Testfor overall effect. 2= 087 (P=0.38) Favours Steroid) Favours [Placebo)

5-9
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Steroid Control Risk Difference Risk Difference

Study or Subgroup  Events Total Events Total Weight IV, Random, 95% CI Year IV, Random, 95% CI

Meyers, 2003 0 14 0 13 31% 0.00(-0.13,0.13) 2003 -1

Kobayashi, 2005 0 % 0 12 47% 0.00[-0.11,0.11) 2005 T

Vejchapipat, 2007 0 33 0 20 92% 0.00 [-0.08, 0.08) 2007 T

Petersen, 2008 2 2 0 29 26% 0.10[-0.05, 0.25) 2008 ™

Chung, 2008 0 13 0 17 36% 0.00(-0.12,0.12] 2008 -T-

JBAS, 2013 0 69 0 0 Not estimable 2013

Davenport, 2013 0 62 0 91 769% 0.00(-0.03, 0.03) 2013 .

Total (95% Cl) 262 182 100.0%  0.00 [-0.02, 0.03)

Total events 2 0 ) .

Heterogeneity: Tau? = 0,00; Chi? = 1.76, df = 5 (P = 0.88); I = 0%

Test for overall effect; Z = 0.21 (P = 0.83) . 45 0 05 !

Favours [Steroid] Favours [control]
% 5-10

[HELE ST D VERL]

UL EofESR, BHIRZ2BEEES B CIFEFROWEIZBWT, A7 A RO
BIIAERIRPE D LITRBOONT, 7o, ZLE TOHFMROIRERRSE
AEEBETHE, HEELACHEFERDON EZAME LIEAT oA ROEEIC
OWTOHEIRZ AR A RT AV TIIME T 2N E W) fEimE 2o T2,

275 3R

1) Sarkhy A, Schreiber RA, Milner RA, et al. : Does adjuvant steroid therapy
post—Kasai portoenterostomy improve outcome of biliary atresia?
Systematic review and meta—analysis. Can J Gastroenterol.
2011;25:440-444.

2) Zhang D, Yang HY, Jia J, et al.: Postoperative steroids after Kasai
portoenterostomy for biliary atresia: a meta—analysis. Int J Surg.
2014;12:1203-1209.

3) Bezerra JA, Spino C, Magee JC, et al.: Use of corticosteroids after
hepatoportoenterostomy for bile drainage in infants with biliary
atresia: the START randomized clinical trial. JAMA. 2014;311:1750-1759.
4) Davenport M, Stringer MD, Tizzard SA, et al. : Randomized, double—blind,
placebo—controlled trial of corticosteroids after Kasai portoenterostomy

for biliary atresia. Hepatology. 2007;46:1821-1827.
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5) Davenport M, Parsons C, Tizzard S, et al.: Steroids in biliary atresia:
single surgeon, single centre, prospective study. J Hepatol.
2013;59:1054-1058.

6) Petersen C, Harder D, Melter M, et al. : Postoperative high—dose steroids
do not improve mid-term survival with native liver in biliary atresia. Am
J Gastroenterol. 2008;103:712-719.

7) Chung HY, Kak Yuen Wong K, Cheun Leung Lan L, et al.: Evaluation of a
standardized protocol in the use of steroids after Kasai operation. Pediatr
Surg Int. 2008;24:1001-1004.

8) Vejchapipat P, Passakonnirin R, Sookpotarom P, et al.: High—dose
steroids do not improve early outcome in biliary atresia. J Pediatr Surg.
2007;42:2102-2105.

9) Escobar MA, Jay CL, Brooks RM, et al.: Effect of corticosteroid therapy
on outcomes in biliary atresia after Kasai portoenterostomy. J Pediatr Surg.
2006;41:99-103.

10) Muraji T, Nio M, Ohhama Y, et al. : Postoperative corticosteroid therapy
for bile drainage in biliary atresia—a nationwide survey. J Pediatr Surg.
2004;39:1803-1805.

11) Meyers RL1, Book LS, O Gorman MA, et al.: High—dose steroids,
ursodeoxycholic acid, and chronic intravenous antibiotics improve bile
flow after Kasai procedure in infants with biliary atresia. J Pediatr Surg.
2003;38:406-411.

12) Japanese Biliary Atresia Society, Nio M, Muraji T.: Multicenter
randomized trial of postoperative corticosteroid therapy for biliary
atresia. Pediatr Surg Int. 2013:;29:1091-1095.

13) Kobayashi H1, Yamataka A, Koga H, et al.: Optimum prednisolone usage
in patients with biliary atresia postportoenterostomy. J Pediatr Surg.

2005;40:327-330.
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CQIOHI RN EERAFHIKE S (EEIMN?

LT BE R OFRIE, M L B O AEFREON LA EZE LGS, NHE
TEMT 2 ~ 4 W OBIRNFUAERR S & Uik R aERRE %
179 FERET D,

SRR S 2] 0 59 SHEDES 2 (— 2R 74%)

TETUAOBRE 1D (ETHHHW)

NBEPASHIE D2 <1, FFPIEBICIE R 22 IR A EEE TR E B D 720 2
END | ITRICIEE R 24 US W, B ARREEPHSER Tt 2 E X gk 2014 FF 04
FHRERIC L D &L INBRALE R OB ML 39. hE M ShTnd Y, IHER

FEPR I BSOS RE B LN L S N 2 TR A PR SR 503 A 25
ERZLT SED &V ) FZOWTEHEINTIE 2RI E S | FIERERO#KR S
B 2 s LI Eomno e F v A B, £72, ROPUEAIO FRIRH
BizoWTh | HFAAOREE, HSHMICET 2 E7 o 2134720,

USROG EIC B LTl THEPABUENR 2 7 v A N5« fhiffiik 7 o
A LR Y — % o T TN —T D 12 fiaRICkT DT o — MR RN D D
2 FOWEICL D L. FNBAAART~ BRI O YIEIE 5% 1T O Miskix
50%, FTHICEG ARG T Dk a B 5 & % Th o7, BAINHEHT 250
WHITE 7 = 2RET I/ 70 3y RROGMN 84%, £ 7 = AR TILCOMZ, 7
/7Y a v RRTIEAK DNEIREIND Z &%, M 5L 1 ~2 8
[#(75%) CTh oo FIEE DT A 1 ~ 21l Z L ICEHRICEE L WDk &,
JRYLE (B8 CEE L TW D MER N ZINZEI 46% Th o 72, FESE O H ]

2 M LANDS 36%, 3 ~ 4 MDA 54% & | 13 & A & Ditiak T 4 - H LINIC
BHZ&T LT,

[ OFAM  JBE RIAERIN T, SEME L B COFAEFEOm 1]

113
138



Ernest & (ZAHIEPASIENT 6 7 H LINICIHE R A2 FIE L7z 37Tl L& .
LABEIZHAE L 7= 40 5l 247 #% 16. 5 4F £ CIBBRHA L CHiRa L2/ R, B
FFAEFRICHEZITR D -7 (p=0.52) LRE L TW D28, ik R OfiEHED
AEIZEL TTRAR BT,

de Vries &% [XHIHEEOHI, H MM, BGHIECH 1D LT itk 445
IR 5B CHFAEMERIT, JIESESH D 54 /124 1] (44%) | PrEEFEss L 34 #1/87
Bl (39%) & AE (p=0. 04) ICHUAHELE IR S S EE LTV D, LaL, itk
EE W O ABE ST D TRIRIFE IR D NIREE S & E TR Y | Ik o
DU HEFED B CIFAEFRR EA~BEE L TW 2 2T TIZ 20,

Meyers & °NEART B A REIE+HPUESMLE B8~1210) + UL Y EER L
AT uA R L+ HiEseiE (3~4 BH) + /LY 70 LRSS 4 14 il & Heige L T
AT aA FEE+PIEEFHE+ VLY REFICB W TAHE (p<0. 01) IZH CATE
FERD Y (10 61/14 61 2 1 61/14 1)) & s L TW D25 AFFEIT T FEHM
DONREZFI L7 b O TIE AR, =BT U A0S TR,

long-term antibiotics ~ Control Odds Ratio 0Odds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% CI
de Vries, 2012 67 124 30 87 59.4%  2.23[1.27,3.93] &
Meyers RL, 2003 10 14 1 14 40.6% 32.50([3.13,337.81] —
Total (95% Cl) 138 101 100.0% 6.63[0.50, 87.28] et
Total events 77 31

ST CChi2 _ _ _ 12 = 709 [ } t |
Heterogeneity: Tau‘ = 2.83; Chi* = 4.75,df = 1 (P = 0.03); I = 79% 0oL o 0 100

Test for overall effect: Z = 1.44 (P = 0.15)

5-11

[FE DR : FrAERIE G ORIEA]
PR B o0 HHER, HUE SEAE FH O BB EYSE O BETELICBI T 21 &3 H 5 b D
O, MEROBIWER 259 25 X2 o 72, ALY OT7 v — hi&E T
X, MHEREHELZ B L CHIEEORE L EHHICET LT D His0s 90%%
TNz,

[HELE ST D VERL]

Mt O B, BB HAE O L IERGYE O BEELIC B 2 &P RIZ S
TWDHD, I IAE R OTEFIIABEEICE S BEFEOAHENKRE | HEERE

Favours [long-term] Favours [control]
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(CEDEFOWMENDIRNREZE L, itk 2 ~ 4 WHEOFIRNIUEAIRS & |
ZHUSHE S O PUEAIR G 21T 5 F2RET 5,

ZE R

1) A AALEPASHAERFSE 1 PASHIE R E B ks R S PASHIE 4 ] B
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e OEEFTIX, BN TO—RFBMHEIL, RBREEZ SE FiiaTh I8
FEIZ 72 o T2l % 8 80 T HRBEFI D 1 %L & Bbit, HARTIEIRD THIMY
RIERTH D, BIRFRTIE, AARERNO —RIFBHEOES 2| EIiE O
filE & B IS HEl U Cam U 7oA 1372 <0 HESRICE KT 2RI 220, 6578 Foir
TOEEN. BITHFFEHE DO RIEIZ D708 0 RO S/ IME A B R+ 5 DO Tl
RN E WO RRER S H o Te i, FEIRIRFELE W (K 4), Fali O SIRR T
B ONTZ S EIER 2 BRI LT A X T U VAT, BEFIRE{T-T
WD DDA A 5. 2 50OV TR, IR D L0 &
IREARDHTND, 722 L, —RITBHEOEIRBNL, Wi #1238 < FFAR20
T CITHET L TWO TN BT R WEFINE ENTE Y, Q &SI L Tk
REEZDERENZ D, HOVIFZTOEENEZNEITEZIZ WVORBEFET
b5, 5%, —IRKIFBHEOEFNEML, ZORNE BT LN Z D &
AUE, EHEZRET D RMEEH 5, 6T, ZWREILTIERITFER SR
NHEASBLHEHET LA EMENHY, PELDZED, HBSCHFAEOIRREL L
DRI BIE L7 C QOREE TOHMG 1T 5 RHlixdH 5,

S INTES S

15 RO LRRDS—IRA T ) —= T ORG LI o7z, D55, Aa—7TE
DN T/CICERTLBEMIBIL2HTH Tz, SHIZ, REERDOMm L%
N R —FTIEMLE,

[ DR - Bhife A fFRm 1]

BIERAF TR 2 SCHR V2 RSk ST, SEBIER AN 7 < JE BRI IE T 5 7o D =
BT VAORME E L TIETIWR, AXTFH U RAOFRERNS —IRIFBAE & 57
B CIX, 1 FROEFRICARERETROON o7 (VAT
0.99 95%fZHEX M 0. 74-1. 33, p=0.96), Wang & YO#E TlE, PELD 2 = 7|
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[ ORI - BAERF DA HHE]

Wang & YOG T, HFEHFZIEG CHRERNZWMEBICH > 7=, — KB
JEF] (N=18) Tik, Btk DIGE ZILN 4 Bl T > 7208, B P 5% AFRAE 51

(N=10) TIERD LN o T=, OO FFEIRA PHE-CHEM SO A B 21T
R BN otz Sandler b Y OWE TIX, BEMBZIES (N=49) T, —
WIFAE (N=8) DIEGNZL R THEZEFL (14.2% vs 0) P (22. 4% vs 0)
mE. HAEHBECED LERAONDLDAEMENZSRBO b, TOM, fEEK
JERe Bile leak 72 EICHBEZIIRD bRy o7-, Wang H YDA ZTF Y &
T, FFBRERTO S VG XA % R YYIE OB 2 BN S 528, G OHE O FAE
REBEMSETOHRILITZR2NE LTWD,

[HELE L DR ]

B R Tl —RIFBHEZRET 28 b E 0 ichb7e <, ENTOLEN
D37 < ifd‘ﬁﬁ@%£< 72WELR T, —RBHEOAHMEIZOWTORELZI{TD
RN EMNEENE D IPOBEEITE D HEE LA RE LTz,
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F8E VATVT A4 vILEa—DEHER

O ey
® PubMed

(1) FeA=

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  Search (((((incidence) AND ((epidemiology) AND biliary atresia))) NOT
transplantation) AND Humans[Mesh]) Filters: Humans, English 183

#3 #lor#2 215

(2)  Husdk

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  (((((region * OR geograph*)) AND Humans[Mesh])) AND biliary atresia) Filters:
Humans, English 85

#3  #lor#2 147

(3) =itk
#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2 (season*) AND biliary atresia Filters: Humans, English 19

#3 #lor#2 77

(4) AfEz=

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  ((((biliary atresia) AND (epidemiology AND Humans[Mesh]))) AND (((racial OR
race OR ethni*)) AND Humans[Mesh])) NOT liver transplantation Filters: Humans,
English 10

#3 #lor#2 76

(5) AfFE

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  ((((((((anomaly) OR malformation)) AND biliary atresia)) AND (epidemiology AND
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Humans[Mesh])) AND Humans[Mesh])) NOT (liver transplantation AND
Humans[Mesh]) Filters: Humans, English 141
#3 #lor#2 173

(6) TEMIA%L

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (gestational ages) AND biliary atresia Filters: Humans, English 54

#3  #lor#2 119

(7) R

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (birth weight) AND biliary atresia Filters: Humans, English 29

#3 #lor#2 98

(8) HAENERL
#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (birth order) AND biliary atresia Filters: Humans, English 11

#3 #lor#2 80

(9)  SIENHE

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (biliary atresia) AND family history Filters: Humans, English 14

#3 #lor#2 83

(10) Ktk

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  (((biliary  atresia) AND  family)) NOT (liver transplantation AND
Humans[Mesh]) Filters: Humans, English 45

#3 #lor#2 114

(11) BN

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (((((genetic* OR heredit* OR inheritan*)) AND biliary atresia) AND
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Humans[Mesh])) AND (epidemiology AND Humans[Mesh]) Filters: Humans, English
31
#3 #lor#2 98

(12) Wi

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  (((((twin) OR multiple birth) OR multiple conception) AND Humans[Mesh])) AND
biliary atresia Filters: Humans, English 39

#3 #lor#2 108

(13) Betafk5iH

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69
#2  (chromosomal) AND biliary atresia Filters: Humans, English 32

#3  #lor#2 101

(14) 7

#1  biliary atresia/epidemiology[majr] Filters: Review; English; Japanese 69

#2  (((biliary atresia) AND (((gender) OR sex) AND Humans[Mesh])) AND
epidemiology) NOT (liver transplantation AND Humans[Mesh]) 14

#3  #lor#2 80

® RIS

# 1 ((HEPASGE/TH)) and (PT=27%8kF: ¢ and SH=/%") 5

# 2 ((MHEPHSAAE/TH or AHEPHSAAE/AL)) and (OWAEYL/TH or WHG/AL))) and (PT=%

aRbR <) 5

# 3 (((((HEEPASHSE/TH or HHIEPASHSE/AL)) and ((F2-%%/TH or & f &% /AL)))

and (PT=2%##bk < ))) and (CK=t }) 10

# 4 ((HEPASHAE/TH or AHEPASHAE/AL)) and (CGREAEE/TH or Ytk EE /AL)))

and (PT=2338%FR <) 2

# 5 ((MHEPASAAE/TH or HMEPH#E/AL)) and GEIE1E/AL)) and (PT=23%8%ER <)
6

# 6 ((MHEPASHAE/TH or MHEPHSHNE/AL)) and ((HZE{RE/TH or HiZE{kHE/AL))) and

(PT=27&8%bR <) 17
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# 7 (((NBSEEASEAE/TH or REEEASSAE/AL)) and ((F&4:3%/TH or ¥4:%/AL))) and (PT=
SEmBB) 21
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@ JEkE

® PubMed

(1) R

"biliary atresia"[ti] AND (national study OR registry OR cohort OR database) Filters:
Humans; English; Japanese 127

(2) s

"biliary atresia"[ti] AND (pathology OR histology) AND review[pt] Filters: Humans;
English; Japanese 57

(3) M

#1  biliary atresia/pathology[majr] OR biliary atresia/physiopathology[majr] OR biliary
atresia/etiology[majr] Filters: Review; English; Japanese 68
#2  "biliary atresia"[mesh] AND ("ductal plate" OR "bile acids and salts"[mesh] OR
"vascular malformations"[mesh] OR (bile ducts/abnormalities AND pancreatic
ducts/malformations) OR cytokines[mesh] OR "polymorphism, genetic"[mesh] OR "toll-
like receptors"[mesh]) Filters: Humans; English; Japanese 201
#3  "biliary atresia"[mesh] AND (embryon* OR perinatal OR acquired splenic OR
chimerism OR microchimerism OR methylation) Filters: English; Japanes

77
#4  #1 or #2 or #3 346

(4) EFE - R

#1  "biliary atresia"[ti] AND classification Filters: Humans; English; Japanese 41

#2  "biliary atresia"[ti] AND type AND anatomy Filters: Humans; English; Japanese
93

#3  "BA"[ti] AND type AND morphology Filters: Humans; English; Japanese =~ 92

#4  "biliary atresia” AND classification Filters: Humans; English; Japanese 91
#5  "biliary atresia” AND correctable Filters: Humans; English; Japanese 31
#6  "biliary atresia” AND incorrectable Filters: Humans; English; Japanese 1

#7  "biliary atresia” AND uncorrectable Filters: Humans; English; Japanese 21

#8  "biliary atresia" AND cyst* AND differentiation Filters: Humans; English; Japanese
13
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#9  "biliary atresia" AND cyst* AND classification Filters: Humans; English; Japanese
14

#10 "biliary atresia” AND "choledochal cyst" AND differentiation Filters: Humans; English;

Japanese 12

#11 "biliary atresia” AND "choledochal cyst" AND classification Filters: Humans; English;

Japanese 12

#12 #1 or #2 or #3 or #4 or #5 or #6 or #7 or #8 or #9 or #10 or #11 224

®  [RPHUERE

((CCCORHESEBHS4SE/TH or FHEEHSSAE/AL)) and (%I /AL or (43%/TH or 43%8/AL)))) and
(PT=25%8kF5 <)) and (PT=AEHIFHREFRL) 66
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® &

(1) CQl JHEMSED R 7V —=v ZIZGH» ?

® PubMed

"Biliary Atresia"[Mesh] AND "mass screening"[MeSH Terms] AND (Japanese[lang] OR
English[lang]) 32

o [EoprRER

(((((MEEEA#HAE/TH or MHEEASHAE/AL)) and ((EMIREZ/TH or £M##Z/AL)) or (%

M2/ THor ~2 22 ) —=v 2/AL))))) and (PT=2#8kE <)) or ((((IH:EEA#E/TH

or JHEFA#4%E/AL)) and ((BEFI#REZ/TH or £ Z/AL))) and (PT=2#8R <))
61

(2) CQ2 A 7—A—F4FoHAER - AR ICHEABEOR 217> FIXEMH» ?

® PubMed

(((("Biliary Atresia"[Mesh]) AND Diagnosis, Differential[MeSH])) AND (((((cholestasis)
OR bile stasis) OR (jaundice OR icterus))) AND (((cholestasis) OR bile stasis) OR
(jaundice ORicterus))) AND (Humans[Mesh] AND ( English[lang] OR Japanese[lang] ) ))
OR (biliary atresia[mesh] AND (( feces[mesh] OR stool) AND colour) Filters: Humans;
English; Japanese) 128

o [EoprpERE

(CCCCORSEBABSRE/TH or REEFASE/AL)) and ((SH=3ZWHKHIFH, 22 7, IR 1E X KR35 1
O HEAZ R I, 5 B2 W) or (2W7/TD)) and (((#1/TH or #4i1/AL)) or (715 -
#/THor FHH 5 - #/AL)) or (U & FEtk/TH or #4018 & fitk/AL)) or (fli¢a/AL)))) and
(PT=27%8kB% <)) OR (((((MHEPASHEE/TH or RHEEA#AE/AL)) and (SH=2M)) and ((#
7 —H5—F/AL) or (fEfi/AL))) and (PT=25&8%FR <)) 162

(3) CQ3 EBIEMEHIE & KD & 2 BE ICHHEASE DR 217 5 FIXAMH ?

® PubMed

((("Biliary Atresia"[Mesh]) AND Diagnosis, Differential[MeSH])) AND (((((cholestasis)
OR bile stasis) OR (jaundice OR icterus))) AND (((cholestasis) OR bile stasis) OR
(jaundice OR icterus))) AND (Humans[Mesh] AND ( English[lang] OR Japanese[lang] ) )

OR ( biliary atresia/diagnosis[mesh] AND ("prolonged jaundice" OR hepatomegaly) Filters:
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Humans; English; Japanese) 122

o [EoArRER

(((((MHERASEIE/TH or AHEEASEAE/AL)) and ((SH=32WiiF|H, 22 W7, Ei{R 22 W1, X SR Wi,
T AR RS W, B & I 22T or (R2M7/T1))) and (((&E/TH or #JH/AL)) or ((BHIF S -
i/ TH or JHIT S o #i/AL)) or (i & SiER/TH or i & fiEtk/AL)) or (fE/AL)))) and
(PT=255825 <) or (((((BHERAS4RE/TH or PHEEASSE/AL)) and (SH=2MF)) and ((fF
fEX/TH or HFHEA/AL) or ((#H/TH or #JH/AL) and iBIL4:/AL))) and (PT=2x8kER
<)) 160

(4) CQ4 it JHE &5 (3 AHEPHBE D2 Ic A 2> ?

® PubMed

#1  Search biliary atresia 4084

#2  Search cholangiography 26363

#3  #1 AND #2 222

#4  Search prognosis 1307206

#5 Search outcome, treatment 895654

#6  #4 AND #5 1462527

#7  Search (english[Language]) or japanese[Language] 21128311
#8  #3 AND #6 AND #7 44

® [REAHIUES

(((CCAHEPH$HIE/TH or MHEPH#E/AL)) and (((F#/TH or F#&/AL)) or (GHH AL

/TH or {HJEKAE/AL))) and ((((IHE 5/ TH or JHEEF/AL)) or (HEEE/TH or JH
HIERE/AL))) or (flithi&#/AL)))) and (PT=238%1% <)) or ((((AHEEASYRE/TH or HE

PASAAE/AL)) and ((BHEERZ/TH or JHIEERE/AL)) and (ffiH/AL)) and (PT=235k8%FR

<)) 35

(5) CQ5 HHIEEASHAE D T2 W FF AR I 2> ?

® PubMed

((Biliary Atresia/pathology OR Biliary Atresia/physiopathology)) AND ((Biliary Atresia

AND (liver diseases[mesh] AND biopsy[mesh]))) Filters: Humans; English; Japanese
30
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(B H)
("Biopsy, Needle/adverse effects"[Mesh] AND ‘"infant"[MeSH Terms]) AND
(English[lang] OR Japanese[lang]) 84

o [EIUEE
(C(CCC(MHEEASHAE/TH or AHEEASHAE/AL)) and (FFA:#8/AL) and (((FFiEZE 8/ TH or JF
i /AL)) or ((ZE#/TH or “E#/AL)))) or (((((AHEPH$HAE/TH or AHEEASAE/AL))))
and (SH=Ji#%)))) and (PT=27%#F% < ))) and (CK=¢t 1) 77

(FHER H)
((((HFfi/TH or AFE/AL)) and (($+4:#/TH or #4:#/AL)) and (((FLYE/TH or #LW
/AL)) or ($h%/TH or ¥%i/AL)) or (UNYE/TH or /NYE/AL)) or (GHrAEYL/TH or N
/AL))))) and (PT=278%F% <) 19

(6) CQO6 NHIEPHSHAE D IR IR B LRI 2 A > ?

® PubMed

((Biliary Atresia/pathology OR Biliary Atresia/physiopathology)) AND ((Biliary Atresia

AND (liver diseases[mesh] AND biopsy[mesh]))) Filters: Humans; English; Japanese
30

o [EArhyuGE

(CCCCCCRHSEPASESE/TH or AHEPASHSE/AL)) and (FFZEH%/AL) and (((FFiE#EE/TH or A
i £ /AL)) or ((4#:/TH or 4:#/AL)))) or (((((HIEEASESE/TH or AHIEPASHIAE/AL))))
and (SH=/iPE%)))) and (PT=27#$%F% < ))) and (CK=¢t 1) 77
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U

(1) CQ7 ffifio v & I v K536 /M»?

® PubMed

#1  Search (cholestasis) AND (("Vitamin K/deficiency"[Mesh]) OR vitamin k deficiency)
80

#2  Search ((cholestasis) AND vitamin K) AND "Surgical Procedures, Operative"[Mesh]
21

#3  Search (english[la]) OR japanese[la] 21253564

#4  (#1 OR #2) AND #3 74

o  [EoprhER

#1  (MHEPASASE/TH or AHEEASEAE/AL) 7027

#2  ("Vitamin K"/TH or "vitamin k"/AL) 4681

#3  ("Vitamin K"/TH or v % I v k/AL) 5934

#4  #2 OR#3 6183

#5 #1 AND #4 56

#6  (#5) and (PT=278kER <) 24

#7  (((HEPASEAE/TH or JHEPHSHE/AL)) and ((Vitamins/TH or Vitamin/AL))) and

(PT=2ifk%bx <) 38

#8 #6 OR #7 50

(2) CQ830 HUHNDEWFiizH b ?

® PubMed

#1  Search "Portoenterostomy, Hepatic"[MeSH Terms]
#2  Search Kasai*[Title/Abstract] 758

#3  Search "Portoenterostomy, Hepatic'[MeSH Terms]
#4  #1 OR #2 OR #3 1045

#5  Search biliary atresial MeSH Terms] 2267
#6  Search early[Text Word] 1096007

#7  #4 AND #5 AND #5 222

#8  Search treatment outcome[MeSH Terms] 654975
#9  #7 AND #8 61

#10 #9 AND Filters: English; Japanese 58
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#11 biliary atresialmesh] AND (kasai* OR Portoenterostomy, Hepatic) AND time

factors[mesh] Filters: Humans; English; Japanese

#12

#1
#2

#3
#4
#5
#6
#7
#8
#9
#10
#11
#12
#13

#14

(3) CQI ffigp 2T v A NG 1xHM?

[ ]

#1
#2
#3
#4
#5
#6
#7

#10 OR #11 112
52 rh e

JH & B $8E / TH JIH & B $8E / TH
(FFIw &4t/ TH or BPEFi/AL)

657

= PEAitT /AL T Pl /AL
KRz 54/ AL KR W 54k / AL
#2 or #3 or #4 #2 or #3 or #4

#1 and #5 #1 and #5 521
Hil/AL BH/AL 169693

FATRE /AL TN /AL
Fifi D R/ AL Tt D s/ AL
#7 or #8 or #9 #7 or #8 or #9
#6 and #10 #6 and #10
(#11) and (PT=23%81FR <)

61

5825
(HF 5w & 45 /TH or & P8 F il /AL)

36
575
670

1921
198
171471
38

(#11) and (PT=2#8%k <) 28

(((EERA#HGE/TH or MHEEA#HNE/AL)) and (& 7V8/AL)) and (30 H/AL or —7H
/AL) (((RLEEASHSE/TH or RHEPH$AAE/AL)) and (B P6/AL)) and (30 H/AL or —#%*H
/AL) 2

#12 OR #13 #12 OR #13

PubMed
Biliary Atresia 2277
Steroids 701130
Adrenal Cortex Hormones
#2 OR #3 766281

#1 AND #4 127

#5 AND Filters: English; Japanese

30

238605

122

biliary atresia AND (steroids OR Adrenal Cortex Hormones) postoperat® Filters:

Humans; English; Japanese 50
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#8 #6 OR #7 123

®  [REHRHERE

#1  (FH;EPASEAE/TH or AHIEPEASHAE/AL) 7027

#2  (Steroids/TH or steroids/AL) 189722

#3 (RIBEE+rEv/THor BIRKE R 1E v /AL) 90068
#4  #2 OR#3 201093

#5 #1 AND #4 301

#6  #5 AND (PT=2i#8kkR <) 113

#7  (((NHEEH$45E/TH or RHMEEA$4SE/AL)) and ((Steroids/TH or Steroids/AL) or (FE%&

KE R NEY/TH or R KE &V /AL)) and (flitk/AL)) and (PT=2x5kBxk <)
45

#8  #6 OR #7 114

(4) CQI10 itk D PR A RIBMRSL 5 (X HH 2> ?

® PubMed

#1  Search kasai*[Title/Abstract] 758

#2  Search "Portoenterostomy, Hepatic"[Mesh]506

#3  Search hepatoportoenterostomy 78

#4  #1 OR #2 OR #3 1046

#5  Search "Anti-Bacterial Agents"[Mesh] 267698

#6  Search cholangitis[MeSH Terms] 8362

#7 #4 AND #5 AND #6 10

#8  biliary atresia[mesh] AND Anti-Bacterial Agents Filters: Humans; English; Japanese
25

#9  #7 AND #8 28

o RIS

#1 (WY &M/ TH or &P F1f/AL) 657
#2 B PET/AL 36

#3 (WY&l /TH or IFYIE1HT/AL) 575
#4 #1 OR#2 OR #3 670

#5  (BUMHBEHI/TH or HUAEYE/AL)135479
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#6  #5 AND (SH=1a#HF 388 SR %) 77374

#7  #4 AND #6 9

#8  (MH;EEFASHAE/TH or JHEEHS4AE/AL) 7027

#9  (#8) and (SH=#EHFE) 2843

#10 (BHE%/THor BHE%K/AL) 8170

#11 #9 AND #10 AND #513

#12 #7 OR #1117

#13  (((MHEPASAARE/TH or FHIEPASHAE/AL)) and ((FUHIEAI/TH or HTHIEAI/AL) or (HT
HEEA/TH or HLEAI/AL))) and (PT=25%8%Fk <) 43

#14 #12 or #1350

(5) CQI11 fiitko» UDCA 8513 HH 2 ?

® PubMed

#1  Kasai 758

#2  Portoenterostomy, Hepatic 506

#3 hepatoportoenterostomy 78

#4  #1 OR #2 OR #3 1046

#5  Cholagogues and Choleretics 2510

#6  #4 AND #5 7

#7  Biliary Atresia/surgery 1236

#8  #5 AND #7 11

#9  #6 OR #8 12

#10 #9 AND Filters: English; Japanese 11
#11 biliary atresia[mesh] AND (Ursodeoxycholic Acid OR UDCA) Filters: Humans;
English; Japanese 27

#12 #10 OR #11 30

o R

#1 (FIBWAHT/TH or BP9F1ii/AL) 657
#2 B VGflT/AL 36

#3  (FBWAH/TH or FFIGYIAT/AL) 575
#4 #1 OR#2 OR #3 670

#5  (MHBEASHE/TH or JHEEHS4E/AL) 7027
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#6  (#8) and (SH=4IEIH#EE) 28438

#7  #4 OR #6 3025

#8  (FIfEFAI/TH or FIfHFAI/AL) 6114

#9  #7 AND #8 15

#10 (((HHEEASEAE/TH or BHIEEA$ESE/AL)) and (Ursodeoxycholic/AL and (f£/TH or
Acid/AL) or ("Ursodeoxycholic Acid"/TH or UDCA/AL))) 16

#11 #9 OR #10 28

(6) CQI12 — HEIHIHE % 15 7 JHEPHERE M 2 B 10 3 2 S P FilniZ A 2 2
® PubMed

#1  Search kasai*[Title/Abstract] 758

#2  Search "Portoenterostomy, Hepatic"[Mesh]506

#3  Search hepatoportoenterostomy 78

#4  #1 OR#2 OR #3 1046

#5 Search "Reoperation"[Mesh] 66119

#6  #4 AND #5 65

#7  Search "Liver Transplantation"[Mesh] 43499
#8  Search jaundice[MeSH Terms] 11872

#9  #7 OR #8 55246

#10 #6 AND #9 42

#11 Search "Biliary Atresia/surgery”[Mesh] 1236
#12 #10 AND #11 36

#13 # 10 AND Filters: English; Japanese 34

#14 Search kasai*[Title/Abstract] 758

#15 Search "Portoenterostomy, Hepatic"[Mesh]506
#16 Search hepatoportoenterostomy 78

#17 #1 OR #2 OR #3 1046

#18 Search "Reoperation”"[Mesh] 66119

#19 #4 AND #5 65

#20 Search "Biliary Atresia/surgery”[Mesh] 1236
#21 #10 AND #11 48

#22 Search time factors[MeSH Terms] 998274
#23 Search treatment outcome[MeSH Terms] 657032
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#24 #9 OR #101578204

#25 #8 AND #11 24
#26 # 10 AND Filters: English; Japanese 23
#27 #13 OR #26 38

#28 biliary atresial[mesh] AND (kasai* OR Portoenterostomy, Hepatic) AND Reoperation
AND jaundice Filters: Humans; English; Japanese 14
#29 #27 OR #28 45

® [REHUHERE

#1  (FFIsYI&/TH or B PEFi/AL) 657
#2  EVEfl/AL 36
#3  (IFEv&H/TH or FFIEY)&1i/AL) 575

#4  #1 OR#2 OR #3 670
#5  (FF4fi/TH or BF4i/AL) 22928

#6  #4 AND #5 45
#7  (FFlEf%Ht/TH or FFFSA/AL) 20809
#8 (#yE/TH or J#/AL) 5841

#9  #7 OR #8 26534
#10 #6 AND #9 20

#11 (#10) and (PT=278%bR<) 14

#12  (((MHEPASAAE/TH or HEPASASE/AL)) and (& 74/AL or (FFIEWI &4t/ TH or TFIGY)
#rifi/AL)) and ((FFF-4fi/TH or FF-1ii/AL))) and (PT=28#FR <) 28

#13 #11 OR #12 28
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®  AOHE

(1) CQI3 MERICHNT 2HEIED FHiG A ?

® PubMed

biliary atresia[majr] AND cholangitisimesh] AND (Anti-Bacterial Agents[mesh] OR

antibiotics) Filters: Humans; English; Japanese 17

o [REEIERE

((AHEPASUE/TH or BHIEPFSHAE/AL)) and ((JHE %/TH or JHE 5¢/AL)) and (((HUEKH

#1/TH or HLE #I/AL) or (U E #1/TH or HLE #I/AL)))) and (PT=43k kR <)
29

(2) CQI14 MHERBFRICH T 2 HW G 1TH R 5 ?

® PubMed

biliary atresia[mesh] AND cholangitis/therapy Filters: Humans; English; Japanese
66

o [REEMERE

((((IH% % /TH or JHAE 5¢/AL)) and (SH=IRJEHIHI 1658, FEWIHRIE SRR L A, e
W SRR U BREE)) and ((REFGSRER/TH or #ERoK#/AL) or (HiR/TH or #i &
/AL) or #fk /AL or £ /AL)) and (PT=278%FRk <) 28

(3) CQI15 JHEPASAEMERAESNIC 3517 2 FFNIBENLR H 2 W IFFNENZICR LT PTBD
IHEH A ?

® PubMed

biliary atresia/surgery[mesh] AND (Bile Ducts, Intrahepatic[mesh] OR "hepatic cyst*")

AND (drainage OR PTBD) Filters: Humans; English; Japanese 10

o [REAMEEE

(((RH;EPHEHAE/TH or BHIEPASHSE/AL)) and ((@JFIIHETRAE/TH and @FMHE/TH and
@i L #r %A/ TH and @RHE %/ TH and @RHLEILERAE/TH) or S KM HF N AR YL IR AE
/AL) or (IF2&d/TH or F2EfE/AL))) and (PT=23788%Fk <) 16
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(4) CQIl6 MHEPASAAEM 2 0 B B E AT I U TR Ziaiiiikid 2
® PubMed
biliary atresia[lmesh] AND (Esophageal and Gastric Varices/therapy) Filters: Humans;

English; Japanese 24

(MHE RS 1T BRE L 70 W RSR
Esophageal and Gastric Varices/therapy AND bleeding[majr] Filters: Humans; English;
Japanese; Child: birth-18 years 300

o [EhuiiEst
(((MHEEASHAE/TH or HHEPHSANE/AL)) and ((BE'H EIREE/TH or £1EH EHIRAE/AL)))
and (PT=27#%8kFR <) 35

(REE PASHRE IC BRAE L 72 W iRsR

((((CfraE B #iTRd/ TH or o0& H ##IREI/AL)) and (PT=25%8kFRk < and SH=iA#%)) and
((HiIf/TH or HIfi/AL) or (B%/TH or f%%i/AL)))) and (CK=#14:12,7LI2(1~23 » A),
HIE(2~5) 10

(56) CQI17 FFRfifEMEREZ2 FIRIC R R 2 7201, SkTo SpO2 MIE XA A ?
® PubMed
biliary atresia[mesh] AND Hepatopulmonary Syndrome/diagnosis AND oxygen Filters:

Humans; English; Japanese?2

(MHEPASHAE IC BRAE L 70 WS
Hepatopulmonary Syndrome/diagnosis AND (oxygen/blood OR oxymetry OR SPO2)
Filters: Humans; English; Japanese; Child: birth-18 years 9

o [Erhuujck
(((PEEPASEAE/TH or AHIERASHAE/AL)) and ((FFMiREMERE/TH or AFMiNEMERE/AL)) and
((B5%/TH or 3%/AL))) and (PT=%73%8kbR <) 6

(MHEEASEAE ICPRAE L 7 Wi
(COFFRHREMERE/TH or FFIAEMEREE/AL)) and (B85 /TH or f£3/AL))) and (PT=2FH 5%
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{ and CK=#r4A R, AR (1~23 » H), 42 (2~5), /N (6~12),FEH(13~18)) 8

(6) CQI8 MilifaEi AR D FHARZ W E W 720 D= = — 1A 2> ?
® PubMed
biliary atresia[mesh] AND Hypertension, Pulmonary AND Echocardiography Filters:

Humans; English; Japanese?2

(EEBASEAE I BRIE L 72 WIRER
Hypertension, Pulmonary/diagnosis[majr] AND Echocardiography[mesh] Filters: Humans;
English; Japanese; Child: birth-18 years 164

o [EArpERE
(((RH;EPASHSE/TH or MHIEEASHAE/AL)) and ((MfifE MHEARE/TH or A& I+ /AL)) and ((Ls
T a—[X/TH or /LT = —[X/AL))) and (PT=2%FR<) 2

(REE PRSHAE IC BRAE L 72 W isR
(((fi @ MLESE/TH or fifi& Il /AL)) and ((Lx= 2 —X/TH or o> 2 —[/AL))) and
(PT=2#8#0% ¢ and CK=#AER IR (1~23 » H), 51 (2~5), /N (6~12), F4E M (13~
18)) 195
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© T

(1) CQI19 ERFHEEE % 5 IHEPHSE A CHHER] i< 3 2 ISR A 5 2

® PubMed

biliary atresia[majr] AND (kasai*[tiab] OR portoenterostomy, hepatic[Mesh] OR

hepatoportoenterostomy) AND (growth disorders OR developmental disabilities OR child

development OR body height OR defect OR disturbance) Filters: English; Japanese
51

(FEDT 7 b7 L OBR
(MRS
#1  biliary atresia[majr] 1846
#2  liver transplantation[mesh] 45335
#3  neoplasm 2714669
#4  "infant"[MeSH Terms] OR "child"[MeSH Terms] OR 2938037
#5 English[lang] OR Japanese[lang] 21104209
#6  #1 AND #2 AND #3 AND #4 AND #5 24
#7 #8 OR #15 110

(R GLE)
#1  biliary atresia[majr] 1846
#2  liver transplantation[mesh] 45335
#3  infection infection 1325897
#4  "infant"[MeSH Terms] OR "child"[MeSH Terms] OR "adolescent"[MeSH Terms]

2714669
#5 English[lang] OR Japanese[lang] 21104209
#6  #10aND #11 AND #12 AND #13 AND #14 32

#7  #9 OR #15#9 OR #15132

o [REAPIUERE
(((MHSEBHSHAE/TH or IHERASHAE/AL)) and (R[S /TH or FiERE/AL) or (KRR
#FH/TH or R E/AL) or (& &/TH or & & /AL) or (k& /TH or A /AL)) and ((IF
At/ TH or FFRGYI& /AL or & V6 F1ii/AL or EVE{ii/AL))) and (PT=%43%8kFR <)
13
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(EFEOT7 Y 7 LDKREK

R )
#1  (NR/TH or /NE/AL) 807185 807185
#2  (FLY2/TH or #LY/AL) 179072 179072
#3  (4%/THor $h/AL) 150909 150909

#4  (FrEW/THor HEWR/AL) 159270 159270

#5 #lor#2or#3 or#4 925659 925659

#6  (WFHEfHE/TH or HHREfEHH/AL)20363 20363

#7  (IFHEREHE/TH or IT#54E/AL) 21806 21806

#8  (MH;EEFASHAE/TH or JHIEEHSYAE/AL) 7642 7642
#9  #6or#7 21930 21930

#10 #5and #8and#9 1101 1101

#11 (#10) and (PT=23%8%FR <) 361 361

#12 (JE%5/TH or FEMERES/AL) 1748002 1748002

#13 #11 and #12 48 48
(JEYLIE)

#1  (ONWR/THor /NR/AL) 807185

#2  (FLWR/TH or FLIR/AL) 179072

#3 (%' /THor %h%/AL) 150909

#4  (B4ER/THor #4R/AL) 159270
#5 #lor#2or#3 or#4 #1 or #2 or #3 or #4 925659

#6  (FFHf%tE/TH or HFlfEAE/AL) 20363
#7  (IFlE#%HE/TH or Ff4HE/AL) 21806
#8  (JEEEASHKE/TH or MHEEAS4AE/AL) 7642

#9  #60r#7 21930
#10 #5 and #8 and #9 1101
#11 (#10) and (PT=28%k <) 361

#12 (J&4/TH or &H:/AL) 611629
#13 #11and #12 60

(2) CQ20 NHEPASAE A CHFAEAAHI DALYRHIE €l BAMEBLIZ L8 ?
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® PubMed
biliary atresia[majr] AND (kasai*[tiab] OR portoenterostomy, hepatic[Mesh] OR
hepatoportoenterostomy) AND (pregnancy OR labour, obstetric) Filters: English; Japanese

15

® [REEUERE

(((MHEPHSHAE/TH or HEPHSHAE/AL)) and ((F&EfEE/TH or FEERIE/AL) or (KRR

FH/TH or ERFEE/AL) or (B K/TH or & &/AL) or (fKH/TH or {K&/AL)) and ((FF}5

W&/ TH or AFIGWI AT /AL or B PHFii/AL or B PH{fi/AL))) and (PT=23&8FR <)
9

(3) CQ21 JEMAI 7 R A (X F 2 ?

® PubMed

biliary atresia/diagnosis AND (kasai*[tiab] OR portoenterostomy, hepatic[Mesh] OR
hepatoportoenterostomy) AND (liver transplantation[mesh] OR "native liver") Filters:

English; Japanese 67

® RS

(((HHEPH#HAE/TH or MHIEPASE/AL)) and (IS AT/ TH or AFEYIEMT/AL or HPH
FAli/AL or & VEfli/AL)) and ((HE{RFZHI/TH or Hif&iZWi/AL)) and ((FFfigfAE/TH or AF
fig#hiE/AL) or HCHF/AL)) and (PT=%558kbR <) 17

(4) CQ22 BREFIREG I L CFHIEIREEE A ?
) PubMed
biliary atresia[mesh] AND (Varices OR endoscop*) AND ("native liver" OR liver

transplantation) Filters: English; Japanese 48

o [RFPIUERE

(((NHEPASAAE/TH or NESEPHSEEE/AL)) and ((R#REE/TH or FHAREI/AL) or (NS
/TH or W#i#Ei:/AL)) and ((FFIEF A8/ TH or FFIEFAE/AL) or HCMF/AL)) and (PT=2
BRPR <) 27

(56) CQ23 JHHERETUAMESE I 0 3~ 2 i A 2> ?
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® PubMed
biliary atresialmesh] AND ((splenic diseases AND Embolization, Therapeutic) OR

Splenectomy OR PSE) Filters: English; Japanese 14

®  [REHUHERE
(((MHEPHE/TH or HEPHSASE/AL)) and ((MEIIRZEREHT/TH or JREIIRZEMT/AL) or
(HPR R AR/ TH or ER H1/AL))) and (PT=23&8kER <) 31

(6) CQ24 B ORI & ORHICITS C RSN E 2 ?

® PubMed

biliary atresia[mesh] AND (kasai*[tiab] OR portoenterostomy, hepatic[Mesh] OR
hepatoportoenterostomy) AND liver transplantation AND (time factors OR young OR

adult) Filters: English; Japanese 93

o RIS
(((HHEPH#HAE/TH or HEPH#AE/AL)) and ((FFIEMAE/ TH or FFIEfSAE/AL)) and (4 fin
/AL or #i%:/AL)) and (PT=25&8%FR <) 32

(7)  CQ25 PELD score 10 xibA I o JHEPASHE B 100 L ¢ —XIF-EHE I3 A A 2

® PubMed

biliary atresia[mesh] AND (kasai*[tiab] OR portoenterostomy, hepatic[Mesh] OR
hepatoportoenterostomy) AND (liver transplantation AND (primary OR first)) Filters:

English; Japanese 94

o [Eirhuujsk
(((PEEEASEAE/TH or AEEEASEAE/AL)) and ((FFlEfeHE/TH or fFlEf%4iE/AL)) and (FTH5
&1 /TH or HFEBYI& /AL or B PEFi/AL or B ufii/AL)) and (PT=2F#kE <)
71
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TUFVRAOHEGICHET 2 ER (R X7 F ) v REEML 72 CQ IcDwT)
(1) CQ3 BHEVEE & HFIEA D & 3 & 1 IEFHBE O R A % 17 5 IR A2 ?

[4-2 TSR 72—F v —F] PRISMAFHEKE

NGC NICE PubMed Cochrane [EErthis EMBASE WHO PsycINFO® CINAHL  Others( )
502 197

l

Total records identified through Additional records identified through
database searching (n= 699 ) other sources (n= 2 )
Records screened (1st Screening) Records excluded
—
(hn= 701 ) (n= 648 )
Full-text articles assessed for eligibility Full-text articles excluded,
—
(2nd Screening) (n= 53 ) with reasons
(n= )

l

Studies included in qualitative synthesis

Studies included in quantitative synthesis

(meta-analysis) (n= 3 )

229



[4-10 SRV E—TIDFL®]

CQ3 BEMHBLFEANDHIEECIREFHEDREELETILTERL

£ CQ 2L T PubMed T 502 {4, EFFEET 197 DO X@REHH L=,

COXMERY) =V LTBERBEBLFEKXICOVTORTEH DM/ 13 HOXEA MBSt
BEEBEEDODZREICOVT 2HROAMRIIUA SN,

1 #R (% NICE (National Instituite for Health and Care Excellence)/i>® Neonatal jaundice T. £ 1 #Rld
AAP (American Academy of Pediatrics)h\ > T#H21=.

NICE DHARSAVCIREMENDBELBEETEIERESE . BEREFIVIL. EEBEVIEVEED
EVILEVERNZEH-REETIBREHHTLS,

AAP DHARSAVTIFBEMHERE CEEASOFORROLOICEEEVILELEEDHEYILE
VORMETIBEREFLEERBLTITIBEHO TS, TLTHEASSHOMENH DS EIZEES
[CREZITOFZHO TS,

Fr 3 HNBERRECHEXOERLIDGERBENEL DL RDHDHIXLH o= CHbD AL
fREIT o1,

Study TP FP FN TN Sensitivity (95% ClI) Specificity (95% Cl)  Sensitivity (95% CI) Specificity (95% CI)
Lee WS, 2010 35 104 0 7 1.00 [0.90, 1.00] 0.06 [0.03, 0.13] —a =

Robie DK, 2014 8 3 2 7 0.80 [0.44, 0.97] 0.70 [0.35, 0.93] — -
Sira MM, 2014 129 7 8 3 0.94 [0.89, 0.97] 0.30[0.07, 0.65] , & —a—

0020406081 002040608 1

0.9

0.8 O

0.9 0.8 0.7 0.6 0.4 0.3 0.2 0.1

0.5
Specificity

CNODHXIFAEROHAELEREINTELT . KIRBHOFEXODEEDHDERHTHS=H. /N
SYENKREVNERTHT=,

Lee WS, 2010 @ prospective cohort TIIFAEMHEDEED 95%MNFEREFH>TIV=ERERLTES
L. Li SX, 2008 ¥ AR+ H %, 2007 D7 —RP—XTHBEFAHE CIELBIFFEXREROI-Lsh T
%, IXRIN—hFE=F> LE2—XELT McKiernan, 2012, IUR 5, 2011, [RE 38§, 2001 5
AEANTBEUREROIO—Fr—rEBHL. EHL TV,
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"""+ BBEF1—JEFTRE, TTHEBEY, BEERE, AEEFIREEY, CT, M2, 204
AT MN=RME, FOCME, BEERBEARTHE, o7 > F M) 7Y U RIBE, Z0
(Ei%‘ cDHEE [ILRAENEEORHSHADRRE E EREEOIEICRT 2M%] VX, 1983F3A)

Ff- Gotze T, 2015, BIFFT — 7=, 2007, it H 2, 2004 5% NICE DH ARSIV EIICEEHEERED
PRTHERFERENEEFIVITHIEOEERFTZBRLTIVS,
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(2)

CQ5  JH:E PASIE D il R Z2 W i< AR BRI A 2 2

BIHEE

[4-2 XERBFTE72—F v—F] PRISMAFEEHEZHE

NGC

NICE

PubMed Eik

92 101

Gochrane EMBASE WHO

PsycINFO®

CINAHL  Others( )

Total records identified through

database searching (n= 193 )

Additional records identified through

other sources (n =

1)

Records screened (1st Screening)

(hn= 194 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 30 )

Studies included in qualitative synthesis

(n= 11 )

Studies included in quantitative synthesis

(meta—analysis) (n= 5 )

232

Records excluded

(n= 164 )

Full-text articles excluded,
with reasons

(n= 19 )




HEMRDOE

[4-2 X7 —F v —F] PRISMAFEEHEHE

NGC NICE

PubMed EEk

84 19

Cochrane EMBASE WHO

PsycINFO®

CINAHL Others( )

Total records identified through

database searching (n= 103 )

Additional records identified through

other sources (n =

0o )

Records screened (1st Screening)

(n= 103 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 14 )

Studies included in qualitative synthesis

(n= 12 )

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )

233

Records excluded

(n= 89 )

Full-text articles excluded,

with reasons

(n= 2 )




[4-10

SRLE—FrDF L ®]

CQ5: [REFAHAE D MTATEZ MR ICAF R ITF RN

P: BRERIZHITHEEREERVOHFER -

I iTRTEZ2MTEL TO (81) £RETE

C: (O EREEET

J=]

Ju

o1 FE & BA SR AE OO T AT 2 B (R AT $ £ KR D35 &) (3F)
02 bk B DO RRAGITETE# £ R DIHE) ()

03 EREGHE (F)

04 BHEFEFROEM (&)

+EE CQIZx LT PubMed T 176 . EHEET 120 D XEREH B L=,
COXEERD)—=VF LCRREREEDMEIZEEFERIZONTDERIREH SH5HX 30 40 XEkH

it fanko (N

5t 5 DA/ CITIREFEELMEEDERNC OV TREDBEEICODLWTORRAH 1=,
LI TIc$t 2 %579 ( Boskovic A, 2014",

2012,

Boskovic A, 2014

Krishna OH, 2014

Lai MW, 1994
Sira MM, 2012
Zerbini MC, 1997

Zerbini MC, 1997°),

sensitivity (95%
Cl)

0.99 [0.93, 1.00]
0.95 [0.90, 0.98]
0.93 [0.81, 0.99]
0.83 [0.65, 0.94]
1.00 [0.92, 1.00]

Krishna OH, 20142,

Lai MW, 1994°  Sira MM,
specificity (95%

Cl)

1.00 [0.91, 1.00]

0.93 [0.85, 0.97]

0.98 [0.92, 1.00]

1.00 [0.88, 1.00]

0.76 [0.56, 0.90]

FEOTALRANTOAYRESUIZ YY) —ROC h—TE LU TFIZRT "9,

Study TP FP FN

Boskovic A, 2014 71 0 1 37 0.99 [0.93, 1.00]
Krishna OH, 2014 122 6 6 76 0.95 [0.90, 0.98]
Lai MW, 1994 39 2 3 82 0.93[0.81, 0.99]
Sira MM, 2012 25 0 5 30 0.83 [0.65, 0.94]
Zerbini MC, 1997 45 7 0 22 1.00 [0.92, 1.00]

TN Sensitivity (95% Cl) Specificity (95% CI) Sensitivity (95% Cl) Specificity (95% Cl)

1.00 [0.91, 1.00] - -
0.93 [0.85, 0.97] - =

0.98 [0.92, 1.00] —= -
1.00 [0.88, 1.00] — -
0.76 [0.56, 0.90] - -

0020406081 00.20.40608 1
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EFEEIFANIZ Russo P & IEHRBEHIE/NRIILEERLT, 10 N\OHMIL-REEDHENEDKLSIZTH
N=HDEEEIToz (Russo P, 2011%), ZDHEREL T, FHETHIER T I 90.7%, FETER P EA
67.0%ERELT O, COMXTIXHREEICLDZHDIESDOENBHONT ©, El-Guindi [(FHEBIFTRZ
BOERATIV VAT LEREL. ARATHAEHREL TV, CORITY VI TIREERL, Bt
B, 2AEMBEMNRITYIY VAT LICIRASATL: (E-Guindi, 20147),

Yeh 51d Rastogi ADBXITxTHAAV LT, FERITEREY—ILTRHEIN ., B FETIELEN
ELVSOAVREBR B TLVA( Yeh, 2009%, Rastogi A, 2009'?),

Fi- AT ERIBREFERTHOILEZREL. BEFEREEET HEDFITOVVTOREEH
B TERL-. TDHEE PubMed T8 EFETI19HOXMEHEL. BEFERDEIZDONT
RARSN TSR ZE 12 FHHELT=,

PR EFERIZDOVTIL 10 HORIXTHOR 2122 DO FERMNTHORTIE 979, 55 3 #(712
Bl DR £12) TIR/NSVEFHED BB E M oF2 19019,

DY 7T HDIRXTIE 2.9%5 5 25%DREEEHRESN TS, 7 HDFHX (1410 BIOFFEIR) TIE 166
HOEPHENBESNEPHERERIT 118%EHESNT,
WIOFMEENDELLGS-ERLGEHEL 10 FHEDIHI0%MN 5 4.9%EHMESN TV =, 10 FHEDH
XTI HAMESN T, APHERERIL 1.8%EFEIN L 1010 DD 10D19

FETERIE 3 FlICIRE SN, FELEER(L 0.1%EETHSNI 719,
EHERELFHOCRELEOBEIZDOVTIE 4 HOBI THRETSN TLVz, Cohen MB TIZBIRAZLLE
#5334 5M TLVAY, Scheimann AO, Lebensztejn DM, Short SS TIXE F & DO/INSL VA
TIXIRIDEEDEREFH DT TLV = (Cohen MB, 1992,  Scheimann A0, 1997',
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Lebensztejn DM, 2011'®,  Short SS, 2013'"),

FRRAHLERICER 3y BURNDAEFIZRELI-#&E1E 1T o1z Azzam RK TOHE
TITEEHANTIE 1 »BLLR 10 BI04 5], 1—2 4 B 33 e 561, 2—3 » B 23 fil& 3 fl©, 45
#TlE 3kg R T 3/10, 3kg LA LT 9/56 Lo TWLVSA, #METFMICIFFEEZTLGLESA T
t= (Azzam RK, 2005")

AEMODHX 2 HTwIT/NRIFEROBBRNEZLHERNODLDT, BINETRICKKRT NIETREIC
HBITTER, LLSAHBTE o1 202,

ULZFLEDHE FERTOZHRERHSI—EULTHIZLAHFSND, LALBH T HREE
[CL2BHDIELDENRHHTE. 100%DEMEZSENHELIZHATIIRNI L, HERDEHIE
DEALHMETIVESHIEEAOND,
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(3) CQ6 RHEPASHED

[4-2 CBRRFEZ7v—F+—1] PRISMAF 22

IR BRI A D 2

NGC

NICE

PubMed GCochrane [ERFE EMBASE WHO  PsycINFO®

245 104

CINAHL Others( )

Total records identified through

database searching (n= 349 )

Additional records identified through

other sources (n =

5 )

Records screened (1st Screening)

(n= 354 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 53 )

Studies included in qualitative synthesis

(h= 29 )

Studies included in quantitative synthesis

(meta—analysis) (n= 10 )

237

Records excluded

(h= 301 )

Full-text articles excluded,

with reasons

(n= 24 )
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[4-9 *&#7F VU X]

FEERASHIE D2 RITREBZHREITHERD

cQ
p | FEERASRIE FiTREAT 4R 1 |DPMZL
c |pPM&BY o |ECH4A®R
HEHMR 3 Low Y, 2001
FE Bt BRBFZE Roy P, 2010
Vukovic J, 2012
HARTHFI> Xk a—FK
EFI SUFLHER Ak inverse—variance method (RevMan 5.3)
mREE OR #aE 023( 006 - 091 )P= 004
DPM+ DPM- 0dds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight M-H, Random, 95% CI M-H, Random, 95% CI
Low Y, 2001 8 8 7 13 30.8% 14.73[0.71, 307.82] -+
Roy P, 2010 12 12 34 71 31.9% 27.17[1.55, 476.53] — &
Vukovic J, 2012 2 8 6 12 37.3% 0.3310.05, 2.37] — &
Total (95% CI) 28 96 100.0%  4.36[0.20, 97.33] et
Total events 22 47
Forest pIOt Heterogeneity: Tau? = 5.73; Chi? = 8.57, df = 2 (P = 0.01); I* = 77% %0.01 0?1 150 100’

Test for overall effect: Z = 0.93 (P = 0.35) Favours [DPM+] Favours [DPM-]

aAVb:  ductal plate malformationéE B 2P AEFEDERICDWNTIE, A2 BT OHERITEE
EHLTHoT=,
3ODHXHEDIE—FY
Funnel plot o °
aAVR: HERANATRIEINESNEEZSEND
Z OO AL
AT Ly
av
RE DT
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[4-9 #52T7F VT X]

FEERASHIE D2 RITREBZHREITHERD
cQ

P | PEERARE TSR AR N E e

c |BERFs®IL o |BcHER

HRHME 4 Mukhopadhyay SG, 2014
fE 15158 FR BT 3T Sanghai SR, 2009
Shteyer E, 2006
—
METHFL> CER 3K 3—F  |Sookpotarom P, 2006
EFI ST LR Ak inverse—variance method (RevMan 5.3)
pREE |OR #aE 023( 006 - 091 ) P= 004
no progressive  progressive Odds Ratio Odds Ratio

Study or Subgroup Events  Total Events Total Weight IV, Random, 95% Cl IV, Random, 95% CI
Mukhopadhyay SG, 2014 5 13 49 55  26.3% 0.081[0.02, 0.31] B —
Sanghai SR, 2009 3 10 9 12 21.5% 0.14[0.02, 0.94] I —
Shteyer E, 2006 3 7 12 15 20.8% 0.19[0.03, 1.33] I —
Sookpotarom P, 2006 17 35 20 40  31.3% 0.94[0.38, 2.34] ——
Total (95% CI) 65 122 100.0%  0.23 [0.06, 0.91] i

Forest plot Total events 28 90

ity 2 _ 2 _ — — 12 = o + + + +

Heterogeneity: Tau’? = 1.34; Chi* = 10.37, df = 3 (P = 0.02); I’ = 71% 0.005 o1 0 200

Test for overall effect: Z = 2.10 (P = 0.04) Favours [no progressive] Favours [progressive]

aAVh: eI BETHONE. BFLBCHARICFSIAAREMENEL. Ay X
0.23[0.06, 0.91] (p=0.04)1=27=, LAOLHBXEDIE—BEHELAEL. BRIZIFTETELZET
)

SEiloglOR)

Funnel plot

o o’
10 200

0.005 o1

AR HRAATRIENENEEZOND

no progressive  progressive Odds Ratio 0Odds Ratio ~ .
% a)ﬂi’. o) ﬁﬁ Study or Subgroup Events  Total Events Total Weight IV, Random, 95% Cl 1V, Random, 95% CI :I )('/ I~ :
SG, 2014 5 13 49 55 33.4% 0.08[0.02, 0.31] L
Sanghai SR, 2009 3 10 9 12 28.5% 0.14[0.02, 0.94] — N N
}9[} 7\‘b‘y Shteyer E, 2006 3 7 12 15 0.0% 0.19[0.03, 1.33] *ﬁl‘jj/ \’r?XG)/ \47X
Sookpotarom P, 2006 17 35 20 40 38.1% 0.94[0.38,2.34] — IJ x70) = L \S h . SR
=V Total (95% CI) 58 107 100.0% 024 [0.04,1.37] et =l anghai !
Total events 25 78 142 -
Heterogeneity: Tau® = 1.87; Chi? = 9.92, df = 2 (P = 0.007); I = 80% 0 0105 011 110 260 2009% %l’ T_ﬁ**ﬁ- o= 0)
Test for overall effect: Z = 1.61 (¢ = 0.11) " Favours [no progressive] Favours [progressive] i,z-ﬁ [j:j-\yxtto 24[0 04
: : .
=Y, [H
BEDH 1.371(p=0.1)THEBER
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[4-9 #52T7F VT X]

cQ

FEERASHIE D2 RITREBZHREITHERD

p |PEERASRE F TR AT FIARAR I8 1

PRI KRELHUNEEHY

C |FPIBBICRE LM/ MEERL .

BCF4ER

HEMR 5
fE 15158 FR BT 3T

XHRE

Altman RP, 1997
Mohanty MK, 2010
Mukhopadhyay SG, 2014
Sanghai SR, 2009
2%, 2011

— N . .
EF)L SR LR Ak inverse—variance method (RevMan 5.3)
0.000012R
=3 O — — )
pREE |OR #aE 025 ( 014 046 ) P= e
large ductules no large ductules 0Odds Ratio 0dds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI 1V, Random, 95% CI

Altman RP, 1997 16 38 56 88 44.4% 0.42[0.19, 0.90] —

Mohanty MK, 2010 14 19 34 36 10.8% 0.16[0.03, 0.95]

Mukhopadhyay SG, 2014 10 17 29 32 13.9% 0.15[0.03, 0.68]

Sanghai SR, 2009 4 8 8 12 9.9% 0.50[0.08, 3.13] —

#%, 2011 20 67 15 19 21.0% 0.11[0.03, 0.38] . E—

Total (95% CI) 149 187 100.0% 0.25 [0.14, 0.46] -
Forest p|°t Total events 64 142

Heterogeneity: Tau? = 0.05; Chi? = 4.4, df = 4 (P = 0.35); I = 10% %0 o1 100#

Test for overall effect: Z = 4.54 (P < 0.00001)

0.1 10
Favours [large ductules] Favours [no large ductules]

Vb ARAE < 2E MNEELHNE. BIFCECHERIZFESTS
OAVE: FFMEEEICHIBEDKESDS
AIREMEDE LY, 5ODMXDIE—E LRI M1,
 stoion
Funnel plot o o
JAVE: HERAAMTRENESNEEZLND
EDMDIEI | norswon et "W g et e AATE:
Altman RP, 1997 16 38 56 88 44.8% 0.42[0.19, 0.90] —
Mohanty MK, 2010 14 19 34 36 13.6% 0.16[0.03, 0.95] N N
. /\ /\
ABYGLy: | e B8 R sl AT AD M7 2
:/3> &%, 2011 20 67 15 19 245%  0.11[0.03,0.38] —_— 'JZ70)|%L‘Sanghai SR,
I::;IS:::SCI) o 141 e 175 100.0% 0.22 [0.11, 0.45] - 2009% % L \T:ﬁg*ﬁ. o : 0)
Heterogeneity: Tau? = 0.12; Chi? = 3.92, df = 3 (P = 0.27); I* = 23% 10.01 100‘ i’:“% lj:j_\yxottozz[o_l 1 Y

REST

Test for overall effect: Z = 4.23 (P < 0.0001)

0.1 10
Favours [large ductules] Favours [no large ductules]

Ll

0.45](p<0.0001) THE
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[4-10 SRULR—FDFE L D]

CQ6:EEFASEENZEIFREZNREIIERN

O BCHAEFEDOTHA
O2:EIARDEM

02 [ZDWTIHSEDIET U ADINETIIIE TV RAERELBLI ST,

O1 IZDVWTUTITHRR S,

2 CQ T LT PubMed T 245 {4, EHRFET 104 DO XEREME LT=. ZDMIZ/NVRH—F T 5 DO XEREEML
Tz

COXFERY)—=VJ LTHREBEMNF R LIBEFRAEEDRBICOVTORBHHIHX 29 O XM mEH SN,

BEREFHEBONERMESARBBLOBEFRLLMBIIL 22 fF V2o 1,

FHFAEZRRT R ISR, RSB L. FFHEOEMAZMZE L. ductal plate malformation 2 & TH o=, TD
[EMIZCK7, CD56 ®° a SMAD R EHLDBEFRIELEMLI-R/IXLED LN,

TR ICEECHERFICET ML 10 FHEINE V22, 2055 447 2V OD AT A BEA T — 2 E N
Hot=. ULTFICZEDHERERT

no progressive  progressive Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI 1V, Random, 95% CI

Mukhopadhyay SG, 2014 5 13 49 55 26.3% 0.08 [0.02, 0.31] I —

Sanghai SR, 2009 3 10 9 12 21.5% 0.14 [0.02, 0.94] - & |

Shteyer E, 2006 3 7 12 15  20.8% 0.19 [0.03, 1.33] —_—

Sookpotarom P, 2006 17 35 20 40 31.3% 0.94 [0.38, 2.34] —

Total (95% ClI) 65 122 100.0% 0.23 [0.06, 0.91] ‘

Total events 28 90

Heterogeneity: Tau? = 1.34; Chi® = 10.37,df =3 (P = 0.02); I> = 71% 0 605 0:1 1:0 260

Test for overall effect: Z = 2.10 (P = 0.04) Favours [no progressive] Favours [progressive]

LML 12 RDMMX . REILLFARDHIERMETVDDIL S HNDAT. 5 MRIFFFELZLLEER DT TS,

LALID 7 #RIEHXPICEAMGHFNT —2ELTRBEN TV EA ST,

FTIMNLOHIFEREIZ DT Sanghai SR, 2009" CIXMXRERD B CHEFTHESIN TNz, (740—
PRV Y E: D)

CDMMXERRWN = AR EFT TIEA Y XL 0.24[0.04, 1.37](0=01 1) THEEELLELD,

LEA—D#HERELTIE., FREILIIECHAERICIFEREICEEREZEZALBN(IETUVRALRNILC(E))EEZLN
%

Ductal plate malformation & B AT EFICEIT 2L 6 4R V209 i EnT=, 55 3 4 V'O N AR EIT AT REE
T—RRENH oIz, UTIZZDHRETRT .
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DPM+ DPM- Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight M-H, Random, 95% CI M-H, Random, 95% CI

Low Y, 2001 8 8 7 13 30.8% 14.73 [0.71, 307.82] L >
Roy P, 2010 12 12 34 71 31.9% 27.17 [1.55, 476.53] — &
Vukovic J, 2012 2 8 6 12 37.3% 0.33[0.05, 2.37] —_—

Total (95% CI) 28 96 100.0% 4.36 [0.20, 97.33] e
Total events 22 47

Heterogeneity: Tau? = 5.73; Chi* = 8.57,df = 2 (P = 0.01); I> = 77% 50.01 Ofl 150 100’

Test for overall effect: Z = 0.93 (P = 0.35) Favours [DPM+] Favours [DPM-]

BRI IRMOBXNDELG 4T3, £ DPM LEBFRLOBDBRICEEEZEZEDHEN o1,

F1- 6 WMDHX P . DPMEFBFEAHIERLETNEDI(E 3 R, BERLEFLR DT TLIDIE 3 wIEo1=,

Arii R, 201" & Shimadera S, 2006 'Y Cl& DPM A& AEHHEM I DLV THRLON Tz, ZD DX TIE DPM D EFE
ERETHEMIZE (X 72<, Shimadera S, 2006 Tl DPM OHFAECTEEHATTOHMIERICERLTLSERELT
L=,

UED#HRIVLEL—DFHERELTIIDPM OFEIBECHEFICFIBRICEEEZEALWN(IETVALRL
C(8))EEALND,

ZOMDOIFERDAREELTIIUTOEDON RSN T,

Hossain M, 1995 CIZHEHAHIICLLL THEFRHAAITIIEEICEMBEENE M o, Ff- PCNA G
MO ERLEEHRHICEELTEEEELRGICEIERICEETH1-,

Kobayashi H, 1997'® CIX EEIEE KB TILHLFICLE L TIEAERE L XEMIRIC HLA-DR NG TERHON
tzo 1= CD68 [EMEY /O T77—U A PRI LA/ NED T AICERICROHONFEL TV,

Suominen JS, 2014'Y Tld., 2 ELIRIZHFRBE~NTEITUIERI TIX ., BT OF £RIELR T collagen |,

o -SMA, CD34 DGHENBTETHH>-EMEL TS,

Liu C, 2000 CIXfEE £ K T Fas ligand IBHERFFERNFELRREAFTHoIEHEL TV,
Vazquez-Estevez J, 1989  CIZEMM LM DERENBSHERFICAELTWSERELT-,

Kang N, 1993”2 Cl&, Bl F MR ATABRMELELZOZROBEFHIRELOBEEAZLEL TV,

Chen J 2001""CIXEHBEENDRERVEAI CECHEFEINRFLEHREL TV,

FFIEHEROF REAREBLOBMEERLIAXIL 124 997 09D fof,
FEPIEMERD) T RIS, P ORUNEE DL TORHT, ChEEFELORHET 1A 0 5 0
07102920297 Aich fz, 55 5 #0070 DS BRI B T — SRR A B o1, LTI ZORBERT,

large ductules  no large ductules Odds Ratio 0Odds Ratio

Study or Subgroup Events  Total Events Total Weight 1V, Random, 95% CI 1V, Random, 95% CI
Altman RP, 1997 16 38 56 88 44.4% 0.42[0.19, 0.90] ——
Mohanty MK, 2010 14 19 34 36 10.8% 0.16 [0.03, 0.95]
Mukhopadhyay SG, 2014 10 17 29 32 13.9% 0.15 [0.03, 0.68]
Sanghai SR, 2009 4 8 8 12 9.9% 0.50 [0.08, 3.13] I E—
@%, 2011 20 67 15 19 21.0% 0.11 [0.03, 0.38] D
Total (95% CI) 149 187 100.0% 0.25 [0.14, 0.46] -
Total events 64 142
[ 2 _ . Chi2 = _ _ 2o I + + J
Heterogeneity: Tau? = 0.05; Chi® = 4.44, df = 4 (P = 0.35); I° = 10% 001 o1 10 100

Test for overall effect: Z = 4.54 (P < 0.00001) Favours [large ductules] Favours [no large ductules]
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FRUNDAFEDOHRXDNT NEMNEE L FROBEZRMENHIILERETLD, FRMHEILDRETRIRIC. 7ObA
LOHFEFHIZDLNT Sanghai SR, 2009 "TIXH XM ERDOBSHEFTHESIN TV, (TAB—FvTH 1 4
AbdD T 5H)

INERVWBIITERENATRAD/INATRYRIDEL Sanghai SR, 2009 "Z RN -fEHT, COHEFAYX
tk 0.22[0.11, 0.45](p<0.000NTHEZEZHY LEKRDIHER THo 1=,

ARERIFIZHT BT —2DEMN 2=/ X TIL, Roy P, 2010 CIXAFFIERIC 150 u m UL EDIRE DB EEEFRICE
[£AL (150 4 m LA E: 11/28; 36% vs 150 4 m Kjifi: 6/9; 66.6%, p=0.439) EIREL TV, I=FELZDHBIX TIXT I+
ALFIEFHNRRIAO—FTHY . RENATRVRIMNE

Mizra Q, 2009 CIZEBELZLBCHEFICEWVWT, BE (Dﬁ rkE EEEBTEHYELTLDA, PIXYT
DALY ERANRERIAO—EBTHY. BE/NNATRYRINEL, Baerg J, 2004 °TEE A EGIEFR
FE5I & TF Y 247 £ m(70-750) vs F1J 162.6 4 m(40-500) (p=0.060) FZRBARULVET 200 m L EDREEMNZ LY
ERALNHLHELTNSD . PIEY T I LHIERIENREIAO—FTHY . BE/NNATRA)RIHEFL

BEMICIHLEA—DHERLELTIEK. FANEABOREDFREZMMRIIBCHERICIAEELEES®EZD
(ZETUALAIL C(E9)) EEZ NS,

ZOEL. FPABEBO=RTEEREORRETFREOBRLEELRULAHI Or¥mHE STz,
f=EL AN OFRL, BERAREDRBICHEESZHEEZONDFMBEHORE., ZOMDA REDRKERE

LSRRt EEEZLND,
1.
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(4) CQS8 30 H AN VE Fili3Aa s 2

[4-2 CBRRFEZ7v—F+—1] PRISMAF 22

NGC

NICE

PubMed GCochrane [ERFE EMBASE WHO  PsycINFO®

112 30

CINAHL Others( )

Total records identified through

database searching (n= 142 )

Additional records identified through

other sources (n =

T )

Records screened (1st Screening)

(n= 15 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 5 )

Studies included in qualitative synthesis

Studies included in quantitative synthesis

(meta—analysis) (n= 3 )

253

Records excluded

(h= 10 )

Full-text articles excluded,

with reasons

(h= 2 )
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BLUNDEBFHTHERAMN?
cQ
p |EEMMERE 1 | BEsLETTOBEFEN
c |BEs0LBROBEFH 0 |#RI0EMDECHES
BRHR 3 Chardot C 2013, Schreiber RA 2007, Volpert D
2001
HRTHI XHEREK a—k
EF) %k Inverse—variance method (Revman5.3)
RIEW Oddstk #Hats 0.47 ( 029 - 078 ) P= 0.003
Experimental Confrol Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight M H, Fixed, 95%CI M H, Fixed, 95%CI
Chardot C 2013 21 40 295 453 53.0% 0.59[0.31,1.13] ——
Schreiber RA 2007 11 21 250 328 33.4% 0.34 [0.14, 0.84] —
Volpert D 2001 2 g9 34 73 13.5% 0.33 [0.06, 1.69] —
Total (95% CI) 70 854 100.0%  0.47 [029, 0.78] L
Forest p|0‘t Total events 34 579
Heterogeneity: Chi*=1.15, df= 2 (P = 0.56); F= 0% o o i 150
Testfor overall effect: Z=2.94 (P = 0.003) ) Favours [e;cperlnwel1tall Favours [control]
OAUR: BERRCOA Y XLLLIEREFMICEY047EFEIZET,
Funnel plot v
AAVEL: HRANAMTRERETH2MERD T,
rotomyy |RELT AR
A5) T Lyia
>
RE S

257



[4-10 SRULR—FDFE L D]
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Ol AEMFEMFRN EATD

Pubmed &9 112 B, EEHFEELY 30 . Ot Hand search (Z7C 1 BOF L& L7-, 2D 3EkIZ
FL2IMAZ)—=2 27 24T, 30 H LANICE U TR ZAT > THERNC IR D A S EFRIZONT
RSN TV DR 16 R STz,
AZEMT DI FTRE T Tfm L 4 TR THY, £ DB 2 LT T AL D[F—aR—hDFw L THY | 4F
RBBRI2DED T2 b, KVEEDOT — 2% = L7 CCER DB OZBIRLT-, Wb ilss
JECTh T,

AR OBRIRITEBN T, EFE D Z WS IR NEEHR SIS TEY, 2o Ty b B Tl 5]
DA AMEZ R LT, S RIORFTCIL, Intervention/Outcome (2 TR EIALT= H i 30 A TOJE R
{LENTZ3m L R BRI AF N ZAT o T2, L FIZEDFEREZRT,

Experimental Conftrol Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight M H, Fixed, 95%CI M H, Fixed, 95% Cl
Chardot C 2013 21 40 295 453 53.0% 0.59[0.31,1.13] ——
Schreiher RA 2007 11 21 250 328 33.4% 0.34[0.14,0.84) —
Volpert D 2001 2 9 34 73 13.5% 0.33[0.06, 1.69] - 1
Total (95% Cl) 70 854 100.0% 0.47[029,0.78] <o
Total events 34 579
ity: Chi*= =2(P=0.56); F= = + ; |
b
estfor overall effect Z=2.94 (P =0. ) Favours [experimental] Favours [control]
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IZBWTH, WIS R R OA HMEZRR T 5L EINTWD, —F . ZUHORFZEEN

FAUH MU - DU NIRRT IS 1T DTGB 2B A R R E LTzl &R —MIFFEL /> TRY,, ZHE IR+
DOFFFEN RSN TVVRNWZLICH BRI L ETHD, (TET U ARIBOIRE A (TR))

02 it EHESHEINT 5
AT AT A3 A B O F o ANE TR B LB T,

258



(5) CQ9 it DAT AR 51T4 2
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NICE

PubMed Erhi

123 114

Cochrane

EMBASE WHO

PsycINFO®

CINAHL

Others( )

Total records identified through

Additional records identified through

Records excluded

(n= 210 )

(2nd Screening) (n= 34 )

database searching (n= 237 ) other sources (n = 5 )
Records screened (1st Screening)
—
(n= 244 )
Full-text articles assessed for eligibility
—

Full-text articles excluded,
with reasons

(n= 20 )

Studies included in qualitative synthesis

(n= 14 )

Studies included in quantitative synthesis

(meta—analysis) (n= 2 )
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cQ
p |BADfRER 1 |ARTRAFES
c |AFOAKRIERS 0 |ATOARDEIEMA
RCT 2 Bezerra 2014, Davenport, 2007
H|ETFI> XHEREK &S
EF)L SUF LR Hik Inverse—variance method (RevMan5.2)
LS ] WAYE HraiE 0.08 ( -0.10 - 026 ) P= 0.38
Steroid Placebo Risk Difference Risk Difference

Study or Subgroup Events Total Events Total Weight IV, Random, 95% ClI IV, Random, 95% CI
Bezerra, 2014 26 70 13 70 43.1% 0.19 [0.04, 0.33] — .
Davenport, 2007 0 34 0 37 56.9% 0.00 [-0.05, 0.05])
Total (95% ClI) 104 107 100.0% 0.08 [-0.10, 0.26]
Total events 26 13

Forest plot Heterogeneity: Tau? = 0.01; Chi? = 5.53, df = 1 (P = 0.02); I* = 82% H = é o' 14
Test for overall effect: Z = 0.87 (P = 0.38) Favours [Steroid] Favours [Pl'acebo]

AV A9 XL ) RY 2007 D 3 FH0DT=HETETETS
Funnel plot o4
OAUR: W|ENATRERET B3 BIFEDLNLL,
rotomy  |BTET. AUk
A5) T Lyia
>
BRESHT
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c |AFOAKRIERS 0 |ATOARDEIEMA

BRTFYA>

FEBISETE

XERE

Davenport, 2013, JBAS, 2013, Petersen, 2008,
Chung, 2008, Vejchapipat, 2007,Kobayashi,
2005, Meyers, 2003

ETIL

SUFLHR

pap-

Inverse—variance method (RevMan5.2)

HMREE

YROZE

maE

0.00 (

-0.02

- 003 )

P= 0.83

Steroid Control Risk Difference Risk Difference
Study or Subgroup __Events Total Events Total Weight IV, Random, 95% Cl Year 1V, Random, 95% CI
Meyers, 2003 o 14 0 13 31% 0.00 [-0.13, 0.13] 2003
Kobayashi, 2005 3} 51 s} 12 47% 0.00 [-0.11, 0.11] 2005 -1T—
Vejchapipat, 2007 o 33 o 20  92% 0.00 [-0.08, 0.08] 2007 -
Petersen, 2008 2 20 0 29  26% 0.10 [-0.05, 0.25] 2008 T—
Chung, 2008 5} 13 0 17 3.6% 0.00 [-0.12, 0.12] 2008 B
JBAS, 2013 5} 69 o ¢} Not estimable 2013
Davenport, 2013 5} 62 o 91  76.9% 0.00 [-0.03, 0.03] 2013 | |
Forest plot Total (95% CI) 262 182 100.0% 0.00 [-0.02, 0.03]
Total events 2 o
Heterogeneity: Tau? = 0.00; Chi* = 1.76, df = 5 (P = 0.88); I = 0% k + + 1
Test for overall effect: Z = 0.21 (P = 0.83) - 0.5 0.5 1
e - - : Favours [Steroid] Favours [control]
aAUR: JBAS, 201313 KRR BN OHETETS
o SERD)

002

004

006

Funnel plot
0.8
RO,
o
k s 3 o5 1
~ . Q8 — VAN £ C ~
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cQ
p |BADfRER 1 |ARTRAFES
c |RFoAFERS o |EEELECHEGZEOMRL
RCT 2 Bezerra 2014, Davenport, 2007
HRTHI XHEREK &S
EF)L SUF LR Hik Inverse—variance method (RevMan5.2)
MRIEE WATL #am 107 ( 084 - 136 ) P= 0.60
Steroid Placebo Risk Ratio Risk Ratio
Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI Year IV, Random, 95% CI
Davenport, 2007 17 34 15 37 221% 1.23[0.74, 2.06] 2007 7%'7
Bezerra, 2014 42 70 41 70 77.9% 1.02[0.78, 1.35] 2014
Total (95% ClI) 104 107 100.0% 1.07 [0.84, 1.36]
Total events 59 56 ‘
Forest plot Heterogeneity: Tau? = 0.00; Chi? = 0.39, df = 1 (P = 0.53); I = 0% by " 1 + od
Test for overall effect: Z = 0.53 (P = 0.60) : Favours [Steroid] Favours [Placebo]
AV RTFASMREELTSEREOEKTHELLBSHEFERISOVTIE. HBEKEITELTLVEL,
Funnel plot o :
%6 G 1 % =R
JAVE W|ENATRERET B3 BIFEDLNLL,
rotomy  |BTET. AUk
A5) T Lyia BOKEITELAGLY,
>
BRESHT

269




[4-9 227 FV ]

fifROATOSNRETERMN ?

cQ
BAD & EE 1 |RTOAFREE
RTO/RIERS o |HEELEBCHERREOMAL

BRTFYA>

FEBISETE

7 Davenport, 2013, Petersen, 2008, Chung, 2008,
Vejchapipat, 2007,Escobar, 2006, Meyers, 2003

XERE

ETIL

SUFLHR

Inverse—variance method (RevMan5.2)

pap-

I
MREE JAD L HATE 0.99 ( 0713 - 134 ) P= 0.95
Steroid Control Risk Ratio Risk Ratio
Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI 1V, Random, 95% CI
Chung 8 13 12 17 17.7% 0.87 [0.51, 1.48] .
Davenport 27 62 49 91 26.2% 0.81[0.57, 1.14]) =
Escobar 12 21 10 22 156% 1.26 [0.70, 2.27) -
Meyers 113 10 14 23% 0.11 [0.02, 0.73)
Muraji 121 208 5 14 122% 1.63 [0.80, 3.32) T
Peterson 5 20 8 29 7.8% 0.91[0.35, 2.37] [
Vejchapipat 20 33 10 20 18.1% 1.21[0.72, 2.03] T
Forest plot Total (95% CI) 370 207 100.0% 0.99 [0.73, 1.34]
Total events 194 104
Heterogeneity: Tau? = 0.06; Chi? = 9.83, df = 6 (P = 0.13); I* = 39% #0 o1 0?1 ' 110 1005
Test for overall effect: Z = 0.06 (P = 0.95) Favours [Steroidl] Favours [control]
] — S+ — ~ L WA < gz — N
AV RTAAMREREBRERTOSMNFEREREOLBETEELZLECHERREIIOVTIE, HEKEITELT
l/\t;ll\o
o SEdogalRRD —
o. 25 = :
=ia
: L=
o. a7 H
o.et i
Funnel plot
o.85
. P i e
S o1 o1 3 1o 100
aAVk HENATRAEZRET S5 WIFROHLNELN,
{ﬂ #T_ Steroid Control Risk Ratio Risk Ratio AV
%0) a)ﬂ Study or Subgroup __Events Total Events Total Weight IV, Random, 95% Cl 1V, Random, 95% CI )
Chung 8 13 12 17 16.4% 0.87 [0.51, 1.48) —r
Davenport 27 62 49 91 393% 0.81[0.57, 1.14] .- = HE— )
)‘9')7\‘[‘/‘):/3 Escobar 12 21 10 22 13.2% 1.26 [0.70, 2.27] —— ,%JKLE(_JELEL ° Meyers’
Meyers 1 13 10 14 0.0% 0.11[0.02, 0.73] = .
> Muraji 121 208 5 14 9.0% 1.63(0.80, 3.32) -+ 20030)ﬁﬁ,§‘§& I’) D= .
Peterson 5 20 8 29 50% 0.91[0.35, 2.37) i -
Vejchapipat 20 33 10 20 171% 1.21[0.72, 2.03] T —Eﬁxéﬂﬁ% L,'Cﬁﬁ#ﬁo %0)11*3
Total (95% CI) 357 193 100.0% 1.00 [0.80, 1.23] < o)ﬁg*ﬁ— (ZE%E) (:Eaﬁo
Total events 193 94
u\Eﬁﬁ Heterogeneity: Tau? = 0.00; Chi? = 4.70, df = 5 (P = 0.45); I = 0% ‘0 o 0‘1 P~ 100‘
Test for overall effect: Z = 0.03 (P = 0.97) Favours [Steroidl] Favours [control]
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[4-10 SRULR—FDFE L D]

CQ9 : itk D AT 1A R HIIA D2
P: AHE PG AT 1% B

I: A7 mA Fgh

C: A7 mA RIEEG

01 : ¥yEME L A CFAfFREom L (%)
02: A7 wuA FORWEH (&)

[tk e 27 Y —=2 7]

AESE BB R D AT oA REGIZE LT, 244 fROSTH (SRR 237 i+ 8B 5R 5 #@)
MIRAZ V== T OxGLirole, O IH RO 2IRA Y V—=0 T OXIR L
0. BASHOIZ 138 VY OSCERSEHEA 7 LTz, A X T U AX 2B o7 (Sarkhy
20117, Zhang, 2014”), Sr AWFZ2I1% 2 #fd > 7= (Bezerra 2014%, Davenport, 20077),

[01: #yEME L A EFAEGFEOm E ()]

WOT U NH LA GHEELHCHAGFROME) I2o5WT, AZTF Y 20 2#H (Sarkhy
20117, Zhang, 2014”) TiX, FEAUECEL T eno Tz,

o NFZE 2 # (Bezerra 2014Y, Davenport, 2007Y) TAX T F U R%{Fo71-, FOREE%
10/S N 0 i

Steroid Placebo Risk Ratio Risk Ratio
Study or Subgroup  Events Total Events Total Weight IV, Random, 95% CI Year IV, Random, 95% CI
Davenport, 2007 17 3 15 31 221% 1.23[0.74, 2.06] 2007
Bezerra, 2014 2 10 a4 70 779% 1.02(0.78, 1.35] 2014
Total (95% Cl) 104 107 100.0%  1.07[0.84,1.36)
Total events 59 56

! |

I % L # 1
0.01 0.1 1 10 100
Favours Steroid] Favours [Placebo]

Heterogeneity: Tau? = 0.00; Chi* = 0.39, df = 1 (P = 0.53); I* = 0%
Test for overall effect: Z = 0.53 (P = 0.60)

AT uA REGHEAT v A FIRGHOLBTHRER LH OIFEFRIZON TR, AEKE
[CELTWARhoTz (P=0.60),

M52 7% (Davenport, 2013Y, Petersen, 2008%, Chung, 2008”, Vejchapipat,
2007¥, Escobar, 2006%, Muraji, 2004'”, Meyers, 2003'Y) TA X T F VU R%E{ToT-, Dk
RE2LLFIZRT,
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Steroid Control Risk Ratio Risk Ratio

Study or Subgroup  Events Total Events Total Weight IV, Random, 95% Cl IV, Random, 95% CI

Chung 8 13 12 17 17.7% 0.87 [0.51, 1.48) .

Davenport 27 62 49 91 26.2% 0.81[0.57, 1.14) .

Escobar 12 21 10 22 156% 1.26 [0.70, 2.27) -1

Meyers 1 13 10 14 23% 0.11[0.02,0.73) ————~——

Muraji 121 208 5 14 12.2% 1.63(0.80, 3.32) T

Peterson 5 20 8 29 7.8% 0.91[0.35, 2.37) .

Vejchapipat 20 33 10 20 18.1% 1.21(0.72, 2.03) b

Total (95% CI) 370 207 100.0% 0.99 [0.73, 1.34) <

Total events 194 104 ) )

Heterogeneity: Tau? = 0.06; Chi* = 9.83, df = 6 (P = 0.13); I* = 39%

) : : A
Test for overall effect: Z = 0.06 (P = 0.95) 001 0.1 ! 10 100

Favours [Steroidl] Favours [control]

AT uA REGHFEE AT a A RIFRGREO LI THIER LE CHAEFRIZO W T, AEKE
ICELTWehote (P=0.95), BEMZED 1w (Meyers, 2003'V) OART, DTV hH AT
AREZRDLIMEN DT, TDTD, 1REBRI L THT 21T o7, T ORREZLLTITR
T AEARMEIZEL T o7z (P=0.97),

Steroid Control Risk Ratio Risk Ratio
__Study or Subgroup _ Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% CI

Chung 8 13 12 17 164% 0.87 (0.51, 1.48)
Davenport 27 62 49 91 39.3% 0.81[0.57, 1.14)
Escobar 12 21 10 22 13.2% 1.26 (0.70, 2.27) T
Meyers 1 13 10 14 0.0% 0.11[0.02, 0.73)
Muraji 121 208 5 14 9.0% 1.63(0.80, 3.32) T
Peterson 5 20 8 29 50% 0.91(0.35, 2.37] s
Vejchapipat 20 33 10 20 17.1% 1.21[0.72, 2.03] T
Total (95% CI) 357 193 100.0% 1.00 [0.80, 1.23)

Total events 193 94
Heterogeneity: Tau® = 0.00; Chi* = 4.70, df = 5 (P = 0.45); I’ = 0%
Test for overall effect: Z = 0.03 (P = 0.97)

L " 3 '
001 0.1 10 100
Favours [Steroidl] Favours [control)

-1

fir e IR B L CIIRtdln 2e oo 7o,

[02: 27 w4 ROEIWER  (5)]

EZEOT Y M BIER) 1220 T, AXT7F U AD 2fF (Sarkhy 2011Y, Zhang, 2014%)
TIE, FL#EA e d o Tz,

- ABFZE 2 ¥ (Bezerra 2014%, Davenport, 2007") TAXZTF U R%&{T-T-, ZDOfERELL
TR,

Steroid Placebo Risk Difference Risk Difference
Study or Subgroup  Events Total Events Total Weight IV, Random, 95% Cl IV, Random, 95% CI
Bezerra, 2014 2 70 13 70 431% 0.19(0.04, 0.33) i
Davenport, 2007 0 34 0 37 56.9% 0.00 [-0.05, 0.05)
Total (95% Cl) 104 107 100.0%  0.08 [-0.10, 0.26)
Total events 26 13

Heterogeneity: Tau? = 0.01; Chi* = 5,53, df = 1 (P = 0.02); I* = 82%

Test for overall effect: Z = 0.87 (P = 0.38) y 05 ¢ 05 y

Favours [Steroid) Favours [Placebo)
ATFuA REGHEAT A REREHOKK TAT 14 RORWERIZOWTIL, AEAKEID
ELTWenote (P=0.38),
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HBEEMFSE 7% (Davenport, 2013Y, JBAS, 20137, Petersen, 2008%, Chung, 20087,
Vejchapipat, 2007¥, Kobayashi, 2005, Meyers, 2003'0) TAZ T F U R%E{ToT-, *ODhE
RE2LUFIORT,

Steroid Control Risk Difference Risk Difference
Study or Subgroup  Events Total Events Total Weight IV, Random, 95% Cl Year IV, Random, 95% CI
Meyers, 2003 0 14 0 13 31% 0.00[-0.13,0.13) 2003 -1
Kobayashi, 2005 0 5 0 12 47% 0.00[-0.11,0.11) 2005 1T-
Vejchapipat, 2007 0 33 0 20 92% 0.00 [-0.08, 0.08) 2007 T
Petersen, 2008 2 2 0 29 26% 0.10 (-0.05, 0.25) 2008 T
Chung, 2008 0 13 0 17 36% 0.00[-0.12,0.12) 2008 -1
JBAS, 2013 0 69 0 0 Not estimable 2013
Davenport, 2013 0 62 0 91 76.9% 0.00[-0.03, 0.03) 2013 .
Total (95% ClI) 262 182 100.0% 0.00 [-0.02, 0.03)
Total events 2 0 ) )
L 1

Heterogeneity: Tau? = 0.00; Chi* = 1.76, df = 5 (P = 0.88); I* = 0%

L L
Al Ll
Test for overall effect: Z = 0.21 (P = 0.83) . 06 0 0.5 !

Favours [Steroid] Favours [control]
ZFuA REEEEE AT 0 A RIEZRGREO I TAT 0 4 FORIERICOWTIE, A5 KL
ELTWihot= (P=0.83),

IANBRFED 1 (Bezerra 2014Y) DX, AHEFHEZ L TRBI N Tz, AT A ROFIER
(B fLE 1. moon facel f]) 1X 1#& (JBAS, 2013%) TSN T\, 2T a4 REETHHE
BRE QHIFDT- L 1R (Petersen, 2008%) Ti#iIn TV, o 6#F (Davenport,
2013%, Davenport, 2007”, Chung, 2008”, Vejchapipat, 2007%, Kobayashi, 2005'¥,

Meyers, 2003'”) TIZAT uA ROREWEMZRL, Lii#ish Tz,

273




(6) CQ10 vt DPUE FIHFFIRSE 513472070 2

[4-2 CBRRFEZ7v—F+—1] PRISMAF 22

NGC

NICE

PubMed GCochrane [ERFE EMBASE WHO  PsycINFO®

28 50

CINAHL Others( )

Total records identified through

database searching (n= 78 )

Additional records identified through

other sources (n =

4 )

Records screened (1st Screening)

(n= 82 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 4 )

Studies included in qualitative synthesis

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )
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Records excluded

(h= 78 )

Full-text articles excluded,

with reasons

(h= 0 )
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cQ M OMAERIPFHIKRS IIEDH?
o BADO T D EE
: hEFE RS 2EB UL
& PREFTRS2EBURA
BEEMEONEES IR IEEAREETHL. 20RO ECHERRCEE5T Ha RN H 5.,
B BR RO ST AR
BHERELBCHEREORL
(0]]
HENREADERNERDO LN o=, HEEOEE. CQPEEL TV I AEENRE A% (ROKES
EEBEROELD BLBEND) [EI—ETHANADERNABRD SN, BEEMTRLY . 7Y AREISENAED
Btz TEHELTIEEREICERLEY RONBH DL,
] A2 DBXI=oNT. 12 GBI B IS EECHREEY RO M (Ah— ) (=L 2%
ATRIAID |y zon@noht-,
Ee0
_ T h A EEL 2R XTI B O AR E i 1654 L4EECOIELA-CHIBER CEE RO, Fo T
F—RiETOMHD LD B CRERTT O ADIEA RSN I, SERLI2D DR ELITHER A7 RAEET S8
EX HhE B, FEDHELTIE—BHIZILRELY R 8HY S4B LT,
BEMEEHICEE A ERET L. HEFBHILAEENERMICHLNTIND, CRZEDHER
QAR EOETFICEET 3L, LAL, HiEOREESIOAEEL. BEFEREOR L ERE

Lf=s@X (3 e ot=,
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[4-10 SRULR—FDFE L D]

CQ:ifi kDM A E RIS XHZHH, ?
I RiEAEIRE 2 BMLL, C: EERIRS 2 8MURA

OlIEE RREXRET
MEDEERDOFKERETEEREMNICBRI-XE TG, MBAEOERAAECELTIE. T8
ERABEMBATOMNRE MERTUT LMERBRT—F T T —T N2 BEA~NDT U7 — S

R.UVDOWEIIFRN—MEZAUNHFET D, BENTOUTDIN~ATNHICTREEONEIRSET

SHEER (L 50%, FMPICHEZMBRTIHBRESDHDHELED 715%F SO Tz, RMIZERTIRE

HE(EFEITTLRETI/TVIVRRDOBAN 84%, T LR TIL CMZ, 7S/J IV FRTIE AMK A

BIRENBTEMNZL, BEIR G ~2 B (75%) THoTz. NMEEDOEEE 1~2 BACLICEH

BICEBRLTWAIESR S, BEEIE (B TEBLTWVWSESRNTNEN 45%THo1=. BT EDFE AL

fE 1% 2 B LA 36%. 3-4 BRILIA 54%THY ., (FEAED 4 BRILURICESEHR TLTLV=(1),

<X k>

1 RAHE BHEK €AXEF TBRRE E#FHISY 2HB EHE(EERKE 24

B-HAROKSEIH] EBM [CE DV -EE X DIMEZAE./NESE 2008; 40: 93-101

O2HEEK5DEIEHA
MEEOHE, MEEFERATOERRLEDBEELICETIBENTEIN T SH (SUHR
Nod) . MEEDEMEAZEE T M XL M o1, B D EMHEREREZEELT. HEEDTRE
B EHMICERTLTLSIEERA 90%Z G&HTLV=(1),
<X k>
1 RA#HE BEK €AXEF TBRERE E#FLISY 2HE EHE(EERKE 24
B-HROKSEI] EBM [CEDW-EE X DB AE./NESE 2008; 40: 93-101

OSHERLBHCHERENA L

Ernest van Heurn LW 5[ (1), BF{iTiE 6 DA LAICIEERERIELT- 37 fl&EZNLURRIZRAEL
f= 40 BIZELLEEL . B & Z ik 165 FETEMAEL. BEEHEFRICABRELLERELTLS
(P=052) , CCTIIMTBRBHDHRBEEOAEICEAL TTBRRSNTLVELY,

Meyers RL 5(&(2) . RTAAFERE +EEHT(8-12:8) + VLV SE (14 6 (. ATA/KE
LB TG4 B+ VALEICKLT. BRICEESHAFEENSVEREL TS (1/14
vs. 10/14 P<0.01) . KARFMBEREMOHREFMLI-B D TEAL TETUVALRILIELEEE R
bhtz,

de Vries Wi 3) DR TIX. MEEDOEE. BEHRH. REFECHIDOLT HEEOFED
& T 4-yr transplant- free survival IR TS (HCHFEREE MEZEHY 54/124 (44%), iEELL
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34/87 (39%) P=0.04) , KX CIIMT R ZRPOBERICHTHFHURBEROARBELSENT
BY. MEREHONEEHINBCHEERR LA~DOBEIXHEETIIE, 1=,

long-term antibiotics Control 0Odds Ratio 0Odds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% Cl
de Vries, 2012 67 124 30 87 59.4% 2.23[1.27,3.93] ——
Meyers RL, 2003 10 14 1 14 40.6% 32.50[3.13, 337.81] —_—
Total (95% CI) 138 101 100.0%  6.63 [0.50, 87.28] —reesti i
Total events 77 31

s 2 _ . Chi2 = _ - 2= I + t J
Heterogeneity: Tau® = 2.83; Chi® = 4.75, df = 1 (P = 0.03); I° = 79% 001 o1 0 100

Test for overall effect: Z = 1.44 (P = 0.15)

Favours [long-term] Favours [control]
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[4-2 CBRRFEZ7v—F+—1] PRISMAF 22

NGC

NICE

PubMed GCochrane [ERFE EMBASE WHO  PsycINFO®

45 28

CINAHL Others( )

Total records identified through

database searching (n= 73 )

Additional records identified through

other sources (n =

4 )

Records screened (1st Screening)

(n= 77 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 30 )

Studies included in qualitative synthesis

(h= 10 )

Studies included in quantitative synthesis

(meta—analysis) (n= 6 )
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Records excluded

(h= 47 )

Full-text articles excluded,

with reasons

(n= 20 )
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[4-9 #52T7F VT X]

—BREHAREGIEERARENREE NI OIBEAFREHERAN?

cQ
b |BAOEE e ET
C |BBERML (EARE FBE) o |BEMI-LBaHE
fiE 5 %t R 22 2 Urahashi, 2013
Sugawara, 2004
HARTHFI> Xk a—K
EFI SUFLHER Ak Inverse—variance method (RevMan5.3)
HRER |TVRE el 581 (113 - 2992 ) P= 004
revision+ revision- Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight 1V, Random, 95% Cl 1V, Random, 95% CI
Sugawara, 2004 3 32 1 26 49.6%  2.59[0.25, 26.46] B
Urahashi, 2013 3 26 1 100 50.4% 12.91[1.28, 129.86] I —
Total (95% CI) 58 126 100.0%  5.81[1.13,29.92] ’
F t oot Total events 6 2
orest plo Heterogeneity: Tau? = 0.00; Chi? = 0.93, df = 1 (P = 0.34); I* = 0% 50.01 0?1 150 100’
Test for overall effect: 2= 2.11 (P = 0.04) Favours [revision+] Favours [revision-]
aAVE: MAEEIBFRISEHIELERLDO)RVEEMSEIA5EELAH D, LML, EFEXRME
XIEL. BRIEEZET S
Funnel plot
aAVR:  HERANATRALBEHSATHEELHS
Z DIt AXk:
AT Ly
3y
RESIT
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[4-9 #52T7F VT X]

—BREHREG-IEERHENREE NI IBEAFMIARAMN?

cQ
p |BADEE T
c |BEBBEFMLUN RBEHE- ) o
IiE 5l %t FREA 72 3
ARTHI> X% a—FK
EFI SUFLHER Ak Inverse—variance method (RevMan5.3)
MEEE |TURE el 103 ( 031 - 336 ) P= 096
revision+ revision- Odds Ratio Odds Ratio
Study or Subgroup  Events Total Events Total Weight 1V, Random, 95% CI IV, Random, 95% CI
Inomata, 1997 4 4 13 13 Not estimable
Sugawara, 2004 3235 23 26 49.2% 1.39[0.26, 7.52] —
Urahashi, 2013 24 26 94 100 50.8% 0.77[0.15, 4.04] ——
Total (95% Cl) 65 139 100.0%  1.03[0.31, 3.36]
F t olot Total events 60 130
ores (o} ity: 2= - Chi? = = = 2 = 0% k t T t J
p Heterogeneity: Tau’ = 0.00; Chi* = 0.24, df = 1 (P = 0.62); I* = 0% 001 01 1 0 100

Test for overall effect: Z = 0.05 (P = 0.96) Favours [revision+] Favours [revision-]
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[4-9 #52T7F VT X]

—BREHAREGIEERARENREE NI OIBEAFREHERAN?
cQ

p |BADEE | |~ BREEHXEGLENNOBEBTFIM

c |FEREHREM~NDBETEFM o |BELGLECHATR

IiE 5l %t FREA 72 5 Freitas, 1987
Hasegawa, 2003
Ibrahim, 1991
— > -
HRTHFIY SCHERE a—F |%Hk, 2008
Inomata, 1997
— N .
EFIL U LR %3k Inverse—variance method (RevMan5.3)
HRER | TVAE HelE 665 ( 248 - 1786 ) P= 00002
JF before revision non-JF before revision 0Odds Ratio 0Odds Ratio
Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% CI
Freitas, 1987 5 8 1 10 15.4% 15.00[1.21, 185.20] —_—
Hasegawa, 2003 2 4 3 21 183%  6.00[0.60, 60.44] =
Ibrahim, 1991 9 21 3 28 44.7%  6.25(1.43,27.37] —
Inomata, 1997 5 21 0 6 10.6%  4.33[0.21,90.05] E—
2%, 2008 6 28 0 8 11.0%  4.91[0.25, 96.95] —
Total (95% CI) 82 73 100.0%  6.65 [2.48, 17.86] i
Total events 27 7
ForeSt pIOt Heterogeneity: Tau? = 0.00; Chi® = 0.53, df = 4 (P = 0.97); I = 0% 10.01 Oil 110 1001

Test for overall effect: Z = 3.76 (P = 0.0002) Favours [JF] Favours [no JF]
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[4-10 SRULR—FDFE L D]

CQ12 : — HEIHY K 2 1572 NEAE PHEHE AN % FB 5 12 eh 3 2 F s vE R a s 2
P: JH3E PASHAE O B

I+ FFiT

C: FEFMLS (BBl - [T

0l : a7 LECHFAGFEROM E - (3%)

02 : HPRIFICLDADHE  (F)

03: MAFEomE ()

[cikigsg e 22 ) —=1 2]

ARG PASHAE IC X D R FIICBE LT, 205 5 (SRR 73 W+ B 4 ) 25 1
WA V== TORG Lo, TDIH 30MDOTERN 2IRAZ V—=0 T DG L 72
D . FREIINZ 10 B O ST FEME AT 7= L V710 TRCHEISRIIE Th o 7o, B VE FAITHEL T
& R P IR LIS TR R L 72 ARFSEIZRR D e o 7z, BUEENTSE CTIL i Tl oA
TR U 7o E Bkt FRBFZE 7200 LIZ AU SRl L 72 AR e 338 Tz,

[o1: ¥JE7e LHCHFAEFAEOM L (3F)]

FIE 2 U H G EFROM EIZ o0 T 5 O #E % O BRI ISR 5 B R FEH
FBNT 2 FE TR & WV D IEGIR BRAFZE 238D 72 298 B TA AR 24T 9 Z LN T
Too TORERITA » X 6.65[2.48, 17.86] &, [—HIEJAHKEZSTZ] &0 #IEDOREIC
LSRR H D Z BRI ENT, (ZET U ADEE(0))

JF before revision non-JF before revision Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight 1V, Random, 95% CI 1V, Rand 95% ClI
Freitas, 1987 5 8 1 10 15.4% 15.00[1.21, 185.20] —
Hasegawa, 2003 2 4 3 21 18.3%  6.00[0.60, 60.44] -
Ibrahim, 1991 9 21 3 28 44.7%  6.25[1.43,27.37] —
Inomata, 1997 5 21 0 6 10.6%  4.33[0.21, 90.05]
L%, 2008 6 28 0 8 11.0%  4.91[0.25, 96.95]
Total (95% CI) 82 73 100.0%  6.65 [2.48, 17.86] .
Total events 27 7

ity 2 _ . i2 — — — 12 = ! I n n
Heterogeneity: Tau® = 0.00; Chi* = 0.53, df = 4 (P = 0.97); I> = 0% -0‘01 0:1 1-0 100-

Test for overall effect: Z = 3.76 (P = 0.0002) Favours [JF] Favours [no JF]
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HPRIMIC L DA IHEIC W TIE, BRITZE DO b 0% FhiE L 72 BE 0 BRGSO S e
Mmotlz, LinL, BFRMTOFE L ATRAERE O A GHEIC DU T ORMET 2SE B A28 T 2 438
DOV, TS DA Z N BIEA v X 6. 81[1. 13, 29. 921 T, BBE HILOME N &
WZ EREnle, (BT ADBE(C))
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revision+ revision- Odds Ratio Odds Ratio

Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI IV, Random, 95% CI
Sugawara, 2004 3 32 1 26 49.6% 2.59[0.25, 26.46] L
Urahashi, 2013 3 26 1 100 50.4% 12.91[1.28, 129.86] L
Total (95% CI) 58 126 100.0%  5.81[1.13,29.92] et
Total events 6 2
. 2 _ . 2 _ _ <12 = 09 ; + t J
Heterogeneity: Tau? = 0.00; Chi* = 0.93, df = 1 (P = 0.34); I = 0% 001 o 10 100

Test for overall effect: Z = 2.11 (P = 0.04) Favours [revision+] Favours [revision-]

[03: #AfFFRomE ()]

T U N A3 RAEAER O BT FE O RAE O BRI OV T OMFFED 2 14 & JHIE P
JEDBIREED T TORIEIZ DN TS ISR 1 03 i% éLt“L:@3#Komf
DAZFENTZHFR LT & A, A X 1.03[0. 31, 3.36] THEMOA EITRAEFRITILR
B2 HZ TOWRWAREEN R I, (7 20 (0))

revision+ revision- Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight IV, Random, 95% CI 1V, Random, 95% CI
Inomata, 1997 4 4 13 13 Not estimable
Sugawara, 2004 32 35 23 26 49.2% 1.39[0.26, 7.52] —
Urahashi, 2013 24 26 94 100 50.8% 0.77 [0.15, 4.04] —

Total (95% CI) 65 139 100.0% 1.03 [0.31, 3.36]
Total events 60 130

. 2 _ . 2 _ _ _ 12 = i + | 4 |
_Il-_leterfogeneltyl.lTa;? = 2?06 (é;u P—_062;1édf =1(P=0.62); I°= 0% 001 o1 1 10 100
est for overall effect: Z = 0.05 (P = 0.96) Favours [revision+] Favours [revision-]

R VEFIFICET 2% RO 5 b HIRIEFREOZ VWb OB 5 53m3 25 0%h o 7,
PR VA TR O PR RIL 31-55. 60 T - 7o, FEEFMOBISIZ OV TIE, #MIEFifrE
FELY R3S H AN 28 8RS 1 U 7o S 1] 0D BRI 3R 203 50% & iV M) &0 L7292 s (i
1997%) . FNIEIFAF% I BT OWAME 2370 B A 72 Bl F 7213\ o 7o AR L WV R 5
LB E L e T2 (2 2008Y) 2300 | 3 CIZRIFEIIHR - o 7o A B AT A2 AR HE
A58 ZERME Rt OB A X T2 LB EN WIS Th D D ar et RIZEL T
(AL (Nio 2013"), HFIRORHIT OV TIL, HIEIFAT 6 537 LAIPNA RAF (Freitas 1987%)
FEI T 1 AR BRAF (8 1997') | AEH-HEMHE 15 15 H DINICAT 5 & AR IS HIEANY
KT D Wedh 19977) L OWERH o1,

BOHEICOWTIE, EREO I 6 1l TREREEIT R~ T L@l STV D (L
2008¥) ,

FHEPEFHRR B AT EFROM LB L ORAEFROM LIZ OV TOS I AFIER & OBLET
ZETRNb DD, FEEFIT OIS A RE LRSI OFBMEZ /RIS 2 2 & T, BAEFRD
ERIZoR R T D AT D B L OWE R B o 72 (Nio 2013Y),

(2% 30K

1. Nio M, Sasaki H, Tanaka H, et al. Redo surgery for biliary atresia. Pediatr Surg
Int. 2013;29(10) :989-93.

2. Freitas L, Gauthier F, Valayer. Second operation for repair of biliary atresia.
J Pediatr Surg. 1987; 22(9) :857-60.

3. Hasegawa T, Kimura T, Sasaki T, et al. Indication for redo hepatic portoenterostomy
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for insufficient bile drainage in biliary atresia: re—evaluation in the era of liver
transplantation. Pediatr Surg Int. 2003: 19: 256-259.

4. Tbrahim M, Miyano T, Ohi R, et al. Indications and results of reoperation for biliary
atresia. In: Ohi R (ed) Biliary atresia. Icom Associates Inc, Tokyo, pp 96-100.

5. Inomata Y, Oike F, Okamoto S, et al. Impact of the development of a liver
transplantation program on the treatment of biliary atresia in an institution in Japan.
J Pediatr Surg. 1997; 32(8): 1201-05.

6. Urahashi T, Thara Y, Sanada Y, et al. Effect of repeat Kasai hepatic portoenterostomy
on pediatric live—donor liver graft for biliary atresia. Experimental and Clinical
transplantation. 2013; 3: 259-63.

7. Sugawara Y, Makuuchi M, Kaneko J, et al. Impact of previous mutiple
protoenterostomies on living donor liver transplantation for biliary atresia.
Hepato—Gastroenterology. 2004; 51: 192-4.

8. WHRANE. & THE—., NEiEZ. 2008 JLEPASE W - 109 - MFR O T4
RE U F 1 2 T PIE0 A ER A AT 0 1B 38 (R 2 am S0/ 2E) . /NIRSMEE 20085 40(1) @ 119-122.

9. el SEEE, PEF ERNT, BE EER. 1997 MLGEPASUE  IFPIEIEY AT O T HE
PASEYE FF FAIER O Ft /NEAVEE 19975 29(7) © 972-976.

10. PHFRIA, HIAREBL, FBASHET-. 1997 BIEPASUE  AFMERISYI &I O FFFilF  ARIEPHEUE fF
TR, RSB 19975 29(7): 928-933.
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a. Neonatal hemochromatosis
b. Infection

HSV, HHV6, CMV, HBV, Adenovirus, Enterovirus, Parvovirus, Sepsis
c. Metabolic/Inherent

Galactosemia, Tyrosinaemia type 1, Hereditary fructose intolerance, OTC deficiency,
Urea cycle defects, Mitochondrial disorders, Niemann Pick Type C,
Organic acidemia, Disorders of glycosylation, Peroxisomal disorders, PFIC

d. Toxic
Acetaminophen(transplacental passage)
e. Haematological malignancies
HLH, Leukemia, Hemangiomatosis
f. Anatomic/Perfusion
Fetal heart disease, Maternal shock
g. Others

Hypocortisolism 243 Naresh P et al. Eur J Pediatr 2011; 170: 573-81
NASPGHAN 2008 conference San Diego
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HaR<HIEL, £ <13 3-4 DA LWNICEIR T 2 —@fEDo b o L LIk bRy
DFEHEIED S DIZKAI SN D03, Frfeth e Kk A > 2 U il 3 7L I
FEICTER DA BN 2 &b H D,

PN
—IPEDASE I IHEIRIF RHA S, SGA /R, BrE R oML, ThBRgRE
REfES T ENE L HNF4A, HNFIA 86380, —MOEREREICE

260 ELRE, REDITIFERELEBZLNATNWD, —F, Figtto
AIEII R D BIEEOERIC L D LB X LTV D, T, < OBB 77
WRFIE SN TEZD, RKEE T RO O 6% R OES 35k - T
W5 (6,7,8,9,10,11, 12, 13, 14, 15, 16),

LW M BER O LRSS A > 2 U VIEAFEAT 5 2 & TIThh b R, &
DOFRE OARMPERFIC EOREDEA A VMFEE T v N4 7 T 5000,
O TIERLS, FEWBICEA A VIEZFE TE e d 247 <
VAR
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#F1 WEEA R MHRIEE OB ORIN (KA ETe) [6,7,8,9, 10,11, 12,13,

14, 15, 16]
e RME Frgitt | Kare F v RV Is 1B AR, AD., Xk
(CHD | OGFiE SUR1 (4BCCS) A7 UNWVERA+R
e Hf Kir6.2 (KCNJ11) 7 U (R
) )
INB I Nk FEREE (GLUDID #is+5% | AD
HNF4A Bin1 55 AD
snaxt—€ (GCK) BintRE AD
HADH ( short chain hydroxyacyl-CoA | AR
dehydrogenase) E{n 15
UCP2 Ein1 2 AD
A A URRRRIE TR AD
BB (SLCI6A1EIGT-HH) AD
6q24-TNDM o & I 1A %
Fifoitt | Beckwith-Wiedemann JEERE
(JEf% | Congenital disorder of glycosylation 1a, 1b, 1t
BEME) | Sotos AEMERE
Mosaic Turner JiE f5E#f
B CEERE 2 &
— | BEIRIFRHAN
i | SGA AN
PE| A MU AFERMERA R Y CE
RHAY & RV o h%
HNF4A Bin 155 AD
HNFI1A Bin 155 AD
& KM AR SR
AARY )=~

A AV B OREERERE CF-ER)
HA RV ) —~IRMBEERRE (NIPHS)
B A AR

R E e PR R

AD, YR EMERIS © AR, WYAERS MRS
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SRR A A Y VIERERDO 7 0 —F v — k

HER-ALROFERHE
1K M E5E

KRMERA VAV MIEN ?
cQl2 EXMERAVAYY
MDA %R ?

........> iR B DB

ITIEYA RRIGHEN 2
cQ3: BiRmAEMEE 2
CQ4: HEESND MM

et {r 34

AU LA T FAEIF

R T
caQs: #&;z'éﬂét'iubv
1VBHEE?

KareFr R IVBAG T2 T

QEﬂ;ﬁT’L)JL%?h}?
6:50 587 513

SONTERELS>

®e
e
18F-DOPA PETT
#h 2

MELERBHEERT 2N ?
CQE: S ELARREITIEHD
SR

Sea, 70-90% B VIRREAT 5N 2
A\ ca7 UshiERZETH
FUARBRP|CR T 2EY)
"R ?
EERREBREN ? H
. RN ELARTES -
AL S UIRREIRED 2 * HEMCREICEETREN?

cas: ﬂziﬁﬁﬂaﬁz{lgﬁ?éﬂtﬂf‘ .
MELERBREERTIN ? ¢

CQB: S ELAREITIEHD o

SR
Y \ 4 A \ 4 Y
=308 IELA AR
oo HEDH B FEIH AL oSN R T
Bkl ? 95% LA L BELIBR OmMBEEERIRE ?
et Ca5:HESSNZ AV K51V
AR
b=gid
cQ10: R Hn F
HIEET ORHO
FIRGE?

--—-=» NO
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1

PN D% CQ

Co1 EmMPEAETA A VMEICKZEDLHET H-OITHELERE -
TR @A ?
o g

EmBEERH-IHZBESICIE, TTEELR Y ARMBKRIIIC TRORERT
5, [HEEI, TETUALARILA]

N

FRATE H

JlR{E3

CBC. CRP, ik—f A v md, ERE
e

A LAY CRTFR

MHE AT A 53 B

WEBEREN 2

TEET

M B AR - o B ARG

g - BV E IR

ACTH « 2 vF Y v

FT4 - TSH

GH - IGF-1

M7 NIN=F o TaT7 40 (FrT7 DERESHED
MmigERAF (R

bR

IR
PRAT BRI 0 A
RERAT (S

sk WAZH
sk sk MOBEE 13 F8 2 MBS @ 25 2 V3, ks BRI 1281 L €
HET D,

EmREBFOBRENRFLONGWNVESE, E7ILAL=FLTOT

AVEEICKYIBHE B BIL—h L =F U RBERELZRNLI-E

T, BETHESER (controlled fasting test) Z{T-o TEMKEZE

FRLESAT. REETSCLNTES [HEE2 TETVRL

~JLA)

Mm#E <50 mg/dL BRIl L F-BRATTROIEEDS B,

(1) 2 D2LIE#EE-TBE. X1 2E#EL, hOR1 OBEXHES
AR U ELEEDOREOFENINOREECFERE
FELESBEICES VR VIt EmEEE & EEZSH T 5,

[8]
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(2 1 20OAH%EFB-THEICTEL LT L. [HEEI. TIETURALA
JUB]

1. A AU ME >1 nU/mL

2. 7712 0.5-1 mg fifiE (§ | >30 mg/dL (15-45 47)

) 12 &L Dk RS-
3. EW B A HER T 7= D7 | >7 (VE#467H Ki), 3-7 (£146
R o bR (mg/kg/min) 22 H LA, >3 (R A),
[HiBhAYRT ]
ma 3-v Ko % ks <2 mmol/L (2000 1 mol/L)
(B-t RuXx k)
A EEaEREAEE (FFA, NEFA) | <1.5 mmol/L (1.5 mEq/L)

* UM 3-b Rux UEifE (8-t Ka X UkEg) oKl CilFslsl

BB D & ZIIRENIME B R L B E, WL =F R FIER &%

BRohd 2 MERH O | HBEIFT RO TEREZ L L, £72, 4t 48
RFRI AN O T, 3-& N e S S ERER, WEBERRNIER OO FFm I XA 2 ¢
b5,

% FETIL 0.03 mg/kg TYVH T UAMEITH 2 &b ATHE

* BEslCIE, Atk 48 WEE LA AR AR 7 v T =2 ATk & &
D7 EH T HAFER (controlled fasting test) 23F H T 523, AJE
DIRICEN T i CHORER T TITI & Th 5,

kA A Y M RIEE EZE X TH . ERNMEMED B —0
JFRTRWZ ERDHDLZ LITHEERET D,

A OARMBEE O KN EFEA 2 Vi, 4 VA ) —=,
B TIEBERER ETEO LD DT L, N TIHSERER A
VAV USE, WM SR RREERE 2 5 0% < OEIZEN H
% ARMBEREZ LB EZ R S WEE $ 2 < Kb (<50 mg/dL)
DR (7 VT 4 ANH o TN) 2T ENEETH D,

IR MBER ORRIRZ 1R DR EE . BIROWRRERIZ L » TTEHE T
BRBRET-> URMBEEFHRT 5 &N TE 5 (33), NEIAEE B EAL
BAEIECH NV =F R R EIEICB O L, AR R EIRE 7
FLTEEN LD 2 b H 0 | R DBNTIENL I iR ~D A
B E T TITOMERDH D, HONTDY T DEESITFHZE D
MET S NIN=F o TFa7 4 ViEEZEITH 2 LT, FEERFTH

[9]
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S Th, KB ONEIIE B B LR FESS T v =F L ARE R E 2 2
V== T T HZENTED,

FAEVIZB O, BRI — B2 R a2 E BRI T L, =
DB AT B U TR 72 R LRI F) 80 mg/dL Aifé (2 22 &k
THZERMBNTND (34), £tk 48 FEHLIFIL, (KiffER L
AT DICEOBMELRAFRETH LR, 7V a—rFriEo
U =T 03 72T /TR ZE R RELZ 1 <70 mg/dL 1272 0 03
W (33), v —RISEMA AV Wb A% T2 RER LS IXARE
RIRFRREE 725 (33), 7o, AFAYRAR O — PR MUAE O KX
FHRIHIA VA Y VRZIZ LA LB 2 HRTEY (35), KHAREN,
BRERCIIFERL B LBR T 2225 2 228355,

IRMBERFIZ A R Y VRS BREITH D Z ERAREOARE TH .
F9 MRIMGER: ) 2 ERTDHDLENH S0, EFLOER o MR
L0, A% 48 BRFLAREZ IR > 60 mg/dL % #ERF T & 2 W EA IR
ML B2 H_&THD (33), £ 48 AR OLH A I IMAE <50
mg/dL 2R STV EN, HAKRE, fERER L, S EIFEh5E
THIC X 0 IEH MPEERNEEE 5 5720, 1To& 0 LiaangaixsE
% A8 FFH & CTHIE AL T Z LN TX 5.

(KB B S DM A > 2 ) MR E 2SR T 50
OWTITEmA D D, BHEONERELZBZ CTHEIND Z L AK
ERELTHHED @06, LVEVWEEERET L0 0H 5 (11,
36), A AV UNHEFRETH D Z &3 CHI 235 2 & 13
HNTHDLN, BWHEE L T2 2 EIIIRENRD VD | EEICR&EZH
28 CHI C7Z< THhinfA v 2 U UAENHE SN DHHH 5 (11), A
VAN ) =< OEAIT RIIEERE O A XY o >3pUmL &5 &
JEHE 93%., FRRE 95% L S (83T), ZDMDFRIEE LTA R Y
> (pmol/L) /(fiLfE (mmol/L) -1.7)>53.6 & 7~ 2% & &I R FLE 98%,
C X7 F Fmol/L)/ (i (mmol/L) -1.7)>0.61 TIFRSE 95%. 4FF
FLEE 94%, LA > AV /8-t Fr ¥ U E<2.7mmol/L &7 % &
JREER T 100% 72 & L and (38), Rtk A v A Y VIEIZE
WTHA A ALY b CXFF R (>0.5 ng/mL) OFR
BWEELT2ERALHS (39) 2, KiLBERFOKRAEL LT C XY
F R, A A ATRE SN2 EH 202D, £ VA U
DIrZe FEUMEL § 5 DM HAELZ T LT,

[FERIC, ARIMBERF O ML p 2 b AR, WERERRIGERE (FFA) ([22W\WTh
3t FadUEiE (B-t Fu ¥ iR <1.5 mmol/l, FFA<1-1.5

[10]
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mmol/L(33), 3-t K &% V&% < 0.5mmol/L, FFA<0.5mmol/L(36),
3-b N fERE < 1.8 mmol/L, FFA<1.7 mmol/L (39) % 3-t K
1 & VAR < 2.0 mmol/L, FFA < 1.5 mmol/L (40) 7¢ k4 7250#in
H5D, MAA LAY ) —~= TILMPEE<60mg/dL OFED 3-t Ru X
TEEIE < 2.7 mmol/L TIRREE, HFFRE 100% & T o HELH D (37),
Van Veen HUAIZEDE, % 2 ETO/NRD 20 FEEZEEZ O+
3-tREX U EEEE 1 0.91-3.31 mmol/L (*F#4 2.23 ) | FFA 1% 1.03-3.24
mmol/L (CF-¥) 2.15) THAHIEND, Wi FEHELL T R EAMERZZE LT,

o WTARMABERFIZ A R Y UBHIERELUL T CThH-oTH 4T LS CHI
Z BRI T E RN (86,42), A A Y 43U episodic 7R 2 ENH Y
FroMHEREINE S (2%/57)  MIETE RN LR D, A A

VTHE LT C AT T RONEHITRE <, ZIICE L TWD23, &
ATORFEITER LTV, Zuh I AR, ARREED
— O TIRMBERFZ 7 T (723§ ik & >30
mg/dL Z R HEIC CHI 2 < ARIBT 5 Z E N H AL TV 4 (6, 33,
36,43

o IMMEEZ MR T X 5 7L a— AFEE(Glucose Infusion Rate, GIR)
X, ZOFMTOARKOFEF LRI T 5, HFAERTIX 46
mg/kg/min TH DA, A TIE 1-2 mg/kg/min & 720 /NEENTZ
OFETH S, CHI IZ/NEHICHRBIET D5 ERH V| (EKD 8
10mg/kg/min Z —HBIZERIICH TIH L Z LR TE R (6, 11)
7o, FhBIEELRE LT,

o LiE, WTFNOREMICE W T HREFIEOEAELN THON T e
WD, 1y NATEEERRICE D25 Z &< BRIER & 0T
HEFTRETHD,

2 002 BAVRY)UHEMREENS., AXESA VR VNEFZHT 510
[CRELRE - R AL ?
o i

s BAVRAYUMENKEELZHLEBEE, FTROME -BRELLIC

FYBRXEDOTA VR VIEEFRNT S, [HEE 1, TETVUX
L)L A)

O WERER (B/A\/ /R, BRESERICTG T SEMK. BR%

ISxt9 34 VR 1) 2 - O MR T HAEE)

O M YR) o—CRTF FH., iM4 VR Uitk BEGBRE
(IS CTHER CT, &=& MRI, BERNFAE)

[11]
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o ERMEEA AV VMSEZZWET 572D, BRMEOFERKIZL D
BA v A AR 2 RN 2 BN D D, TRbHER 11
I T2t RIEmA A VMSE (f A mEHEE A A ) —
v, AR CECRIERRE CERE) . HEA A ) ) —< Rk
JEWERE (NIPHS), H /3o /32 i1, B BRIk 2 &P Rl
%, XU TERRE) AT S (10),

s ZOEWIT, TR EDOIREDOIE N, SMEMEA AV o EF OB
(A 2 Y bl C T F ROR—FHTHRFTE D),
ferds (CT, MRI, BERNGEE) . Hi1 2V U HURBRAERFEHT
b5,

I b S B B AR - IR

A IMPEER BAE - FINRRICOD D CQ
1 CO3 %XMEA R VIEDCMEEESEBFE?
o HEdE
s KXMEA VR VIETIIOHESTOmg/dl ZEBEFELT S, [
®BEI1, TETVALALB]
s HRMBREBEEZES-TOEEORER. BRORRIZKE=H—
ETIEAEL, [#RE1, TETUXLARILA]

o EAVARVVIIETIE, 7V a—47 ofi-oEREN Ml S b -
D, L0 EEORMPEIZIEY LT W ENMBENTEY , fihk /vt
Y DITHEE D IO L~ (70 mg/dL) % BIE L 55 2 & A3
WIhTWbd (33,44, 45),

o FERIERMAEIC X D TR EIEZ T 2720, mbEEE £
DREEICHEREF T 200 BN HOWTE, +ORET VAR

(33), MPHEZDHDOET TiEe < Flin, TV ARERIE LD
A, ZORF R TOBIIROREE Oy - FEE - (RBEFRIE - Bl /e &)
Wb EASND (46), 1B 45 mg/dL % Fal 5 FEEOKMEE T,
OB LUKET D EAEORBERFLZ &5 LIND 47) —FH, E
HIPE R I AR R o B 2 47 mg/dL LA EICRCTIE 2 AT
DOFRFEIZHEN 2N ETHHENH D (48), MBEE > 70 mg/dL %
LRV A RIS >TEHAE T, 2z TRl ZBICST L
PRREEIE R X 7296 O TR,
2 004 BEMBEZFHFTIOICHEESAINHERIL?

[12]
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Hez

T RoBERGERECL YNEEEEZHRET S, [(HEE 1, TETF
VA LAR)LA)

T roRERf I chBBEN N BETES T, BEINRHLET H5EE
(. REEE FEERBEL. FHREA. 3—V X2 —F OHLALE) -
BRFEA I+ —S21538E) ~OBTE2EA#5. (HERE 1. TET
VA LAR)LA)

TR Ec kY LBEESEETELVES., FREfEII S
BERRE#TISEICEIER (DFL, MELELE) TRVLVRYDTY
*2 FRAR (5-15mg/kg/B. 5 BED 54 T7IL) #1755, [HEE
1. TETVALARIA]

CTIERY FRABRAENTCOEEENEHFE TS HIBEE. TFOHE
PN SRERE ERWEL. HHREA, -2 X2 —F - BRRA
T+—32a5%E) ~OBTEEAD. [HEE 1. TETVRALA
JUA]

CTIVEY FAERDIE, AEEChBEIEICL 2 BEOEOER. 2
E-4EiR- REOARL KL LEREEZCHNICITS . (HRE 1.
IEFUALAIB)

CTIYXY FRIRTOLEMEAHFTELRMES., FHEEHE, SHER
E#TIZESE, THAODEHY FSA VREABITT S, [HEE
1. TETVALARIA]

> ATP L7 RO, &7 h oAk L i<, IREITRATE 20,
Flo, RAITEAN LT b BRIER OB E R E . 725
ATP JFIZ7 RUBETHD (49) 723, 7 R o e is < fop# g >
70 mg/dL UL EOMERF A AR &35, —ilPEIC b IfUFEE <45 mg/ AL
TS Z LA AEE TS (47, 48),

7 R U BERHRERE C. T mglkg/ /3Ll LD T R U BNV EE R GA 1 E
HHOHIROMERPLETH D,

7 R UBRRHIE T, T4 v b T T TR E oK
Pz 23RN H 0 | EIFLEIR T A > CIERUIE, fuAefE 72
EOV R RDHD, BEIZRDZONBKNETH D70 EOBE NG IRRE
WEET UL, B RERIES~OBITHNLEEN D, BIED HIER S E
KRB ONTHRIRE> a— AX—F HEFRFH 74— 27
DR >FrpiE AN (Fpfitiik, BiER L) ~eBITT5 (9,50), =2—
YAB—=FIEEA AN VMSERERIC 7Y 3= o RS S

[13]
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THRILEE 2 85 1 UV TIE. HRtEA L 0 & &R M
DFHIZAEDTH S &S THEY (B, CHI 2B\ THHEEHRH 7
F—IaZLlblLIFLIEEH S TN 550, 52, 53, 54) #, &
FEGT TIEANMEILE < 220, IEEER DR E O D G| Biee
A% 9-12 » AUBERXIR E SN DH(5B5), FERWH T +— 2713
EA - NEEOLRWERA (GSD-N) BAEICHVWLRTWS, R
PEEA AU VIIEICBIT D 23— A X —F ORI 7 o+ — 2 2
T OERIZOWTIE, [ ) 0 WAL RS & FRE] (2013 4
ER) BTEEINSEIITED,

U7 VxR RiE Kare F v R/VBHI T, Kare F v %L CHI &
FED 7V aXx F—Eln T REE, SLCI6A1BE TR EZ R K
oD CHLIZAZ TH 548, HrAVHIsIE O EAE CHI TiE Karp 7
¥ xR UME CHI 8% <, T Z & 3%\ (6,1,8,9, 10, 11, 12, 13,
14,15,16), —HMFEFEA EF L CTHEA THRDHEIT T2 2 &1 H
Do £70. V7Y F Y ROMA I NE T 9.5-24 B & 4 (52),
Dipd &b 5 HEORBZIZNREHET 5, MAFRED EFHIZEH
—TE DI 5, 15 mglkg/ B TRIERN R SN2 WIGA I ARG
LTS (6,9, 10, 11, 12, 31, 50, 52), EHICHH LG50 %
B LKDITENERBIERTH DA, T oMz i Bk (57),
i i (57, 58). A BMAKMAE (59) 2B @EIN TS, K
IRz K0 Bk, OAR%E, PDA OFBER EERTIERHY
(57, 58. 60), FFIIRHARE T ~DOFGITEEICITV, FIRAIOHEH
WEE LW, FIRFE LT, A—7FIRA L &34 7 A Roff
RANER SN TS (9),

IV ¥ b KT A U 1BE
A BHY RIAUBIEICDD CQ
1 CR5%&EXMEEA VR VIMEDEHY FSA VEBREDARIT?
o g

CTIXY FFREHOGEEE. hEERO-ODEHY FSA VB
BELTAY FLAFFERTE. FLAT VT, AL LiERA
NIRZIEREA S, [HREE1, TETUXLAIA]

LAY ESAVABELELTORTOA FOBEIZEH SN [
®E2, TETVALAILB]

CSTIXY FFRIEHEDIZEIR. BARAHORED-OICHERZE%E
15, [HEE1, TETUALAILA]

[14]
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e STFYRIIFFEHDOBEDRAZHE LT Kie F ¥ RILEEF
(ABCCS, KCNWJIT) DEEFLMEZEITS. [HEE1, TETVRLAR
JUB]

o UTFIYRVFFHHEDZEDHREEZK & LT *F-DOPA PET 2B £ 1T
5. [#ERE1, TETVALARILA]

o U7 VXY RIS THIHNERIC L MEENLETX 1> 5E.,
ZERLE I, REIABTOBENE, A&l la BRE Lz 2 REH
(BW Y RTA A% 2Bl L2 X unid 7z,
o TUTVRYRNKIGMEDE AL, T VXY REMGE LN D, MBI
IS U CRFEIEEZ DI LoD, AIRE T h AT EA IR & B3
% (CQ10).,
o UT VXY RFRTHIEEEIC X 0 M ENZE TEX R > T2 5E
X, BA Y RTA4 URm (3B 2) CTHUBHER 21300 5o, Bis i
7 - 18F-DOPA PET 72 &, ARHARIC K 2R % B8 Lot 4 B
T 5, BH U RTA L UBORYEET, REEHNCH S,
o ARTA RTAVRER ST, ENTIER G T 18F-DOPA
PET 23fiifT ST\ 5,
#2 BhHURTA R
RHERIE 7 R UbER S
A= AL —F PERHH 7 4+ —=27
BEIE R, Frgideit, BEER
T A7 N AT R
5-25 pglkg/H  FTFE 4 34720 UM Rk, GGRiE)
V=
1-20 wglkgh FEFUE 45 3-4 7o\ UERSR Tk, #i:
=7
0.25-2.5 mg/kg/H /3 340
(A Foa—F V' 25 mgkg 2-3 A/ H#E)

* HEIIBM EA T, TRMAGHMG L, FERIS U CHERENTHETE 5, $o, JE
RIS U TR TE 5,
KERIMVNIL, 1TOND Z LD H DB BV VWER
o A7 bUATF RIL EREERMED Y~ bR F T a s T Vv
NAZFUZRIR2, 52N LTIy KT A L EYIEHDHE—RIR
LD EBRB, RMERA VA UUIEICRT S AR 1990
FEFBNLME SN TS (31, 61, 62), Yorifuji H? Karp F + F

[15]
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JVIBAR T O T U VR E T2 I3RE R T U VA R ORE B T I3 R
R EST 13 fleflicE%h (63). Demirbilek(64) 5 D 28 Hil D
FABITIE 42.8%IC A% T, REERICE - 7= 12 B CIIAFHRERF &
A - HER R EOMBERENEREERGZ ThoTotHEINT
WD,

F7 F AT RofH =L, £ 100-105 45T, MBI THH £
TITFHE R TN AL TH S, M REDOLEEITEMICHE SN
DI, IRBA G EREICTHETE 5,

F7 b UAF RIGEORIEMN & LT, #5080 Ao, IEEER,
JEH - YDA, RME 12% (kb mBEE) 728 (64,31,65) O
BEORWS O DIED, FHGER (66, 67,68), Ii/IMRIEA, @Y
U AlfE, HIEkEEZ, QT LR (69) ., SRR OFRIMET0), K
REFAREORERSE (63) e ENnbIF oD, kb EERRVERIT
BIEMERGR T, BOERIC 2 D Z LB 5 (65), BITE E TORIEFNL,
ZE A LA 30 BARMOMERABITH 223, /NEAF S HE ST
% (70 HAERICERT 258 TFHCEEICT I RE (9 THDHN,
LI CHIEREIILETH S, BIBERE LT, B HRIZR
NI T 52 E3dH D (tachyphylaxis) 1E7>, aF BAEAKMBE & s
ENTWAT2), HATIZZ S ORIEHRIC OV TEMBIT K 21T
INENRD D,

TNH I NIA LV RAY COMBIHETL T, 7Y 2= v o4
&RERTAE 2R Uikl R 20 23, ARIMBEREIS 30 1 glkg DOFHTE
IR E LTHWONLD1ED, B EZITA Y FLAdTF REJHT,
FrtiERM TN D (31), Fre FIESIC K 0 BMIERICARE) LT
ETHMELHD (73,74) B, HEATA CNTHTHBZIED Z &M
FEFICEAEE ©, BRI TR TH 5(9),

=7 = VBTN T LEEHUAITEE B MR A~D IV T AR
NFT DA LAY QU H(31), BRERITMRN DS, B4 7%
AR RE (2 %3 28 A2 s 2T 5(75, 76, 77),

T H Y RARSHEER O L 90%1E. Karp T v RVBIG T4 R
itk TdH 5 (78,79), Kare F v RNVEIET (ABCCS, KCNJ11) ®
REKF T VNEREFHFSOLOTIE, WRAMRELEZ LD L0855
| R UIBR CHRBIER IR CE D AREM R S 5, B KT A
BRI Ko THERIKEERL CE e WER, B KT A VIRE TR
ENEF T ERWIEFNZ B W T, BRPFTMERZ ORE IIMm e TE
WThD (6,7,8,9, 10,11, 12,13, 14, 15,16, 80), KREKFT VL

[16]
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ERZFFOLEICOOEAMRELZRT I ENH L0, RFTHERE
b ORREMEITD < D B0%E SN TEY (9), FIZHARANZE
WTIE Kare F % FRAMEAIED 84.2% N RHRA T U NVERZ O L
WEShTWd (81),

JRPTEIRZR 1T, IS & B e 0 EPHOREE Z e 5 2 &R0 T2,
WO CT. MRI, MEEKRETHRESND Z LITENLTH D, 18-
Fluoro-dihydroxy phenylalanine (18F-DOPA) % 7= 18F-DOPA
PET X B Ml DOPA decarboxylase (ZHEERIJIZE D Z F i,
arterial stimulation venous sampling (ASVS) AR AT AER 1
ARER M5 & e U CRPMERAEDRIEICAH TH L2 Z LR T
B JRPMERE DN ZE 0% IR TH 519, 22, 82, 83, 84, 85,
86, 87, 88) , IEHHIHIC 7 —F 7 7 7 R MHLTWED BRI (89)
R IAF DD T2 IR T, TREEREAL O FRIE S K72 = & A3
& %(90),

2 C06-1 BAFEREICH L THARABREZEECHESIREEHKEE?
o g

"*F-DOPA-PET THEAKEHREMNRE SN, KBRE-OTFVYFVFT
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