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ROCEE HEPSUEICBIT A AT VAT r— L OF AN
K4 /e fE—ER

[ 5:)] MR #UEBiliary Atresia: LT BAIE, 1 HFAIC 1 ADOFAERTH Y, #HER
2> 5 FLIE RN PR e IR PAZE 2 & 7T 5 o MR IECTH D, N E KOS o
NEAE N JRAEMEZEAL DS L 2 0 | BRHEPRICZEME - PAZET 5, FERITRVIF b2z 7232 &
WHIHINTWDN, ZORK, WEIZAHTH 5, BA OREEZWHIXBIE Tl £ 72 1 X hghE
BRI N OIFILEEZ I L > TR I, REEOSWFINZSNEE §2 2 &P EERRM
R THDH, £ T, BAZEE>RHNC, BMTRW CTE 2IFRBRNAA T~ —T
—DAHENZEN DM, BURTHESL SN2 b DITFEL R,
FXRVATR— LTI VAT e — L OBIRTH Y | Flx ORISR ST
%o BN TITIRA - KOTRVERS., BRLETZ—D U FE LTHEREL TW
%, ITH-ClE Niemann-Pick i C B, JET7 /v a— WPEARRATZS. EIAREE(LCT LY oA <
—IHIEBHYE e & DRk 2 7R ANA A~ —H— & L TORREENRE SN TWDH, BA %
Gt/ NAIRH O SR BICK L TRET SN @S IXIZE A LRV, X AT a—10
9 5., Tarhydroxycholesterol |Z cholic acid (Z, 27-hydroxycholesterol /%
chenodeoxycholic acid IZZ#: S 15, ARG RIS IZ 35UV C, A1 classical
pathway. %% 13 acidic pathway & FEIEIL D, EOHRREED & 725 Bt E LT,
A5-3B-0l, A5-3B,7a-diol(acidic pathway)=°> A5-38,7a,12a-triol(classical pathway) 23 FAE S
Do
Pz 1XATHRZE T, Mg EIRPOAF AT r—L THiE LC-MS IZ LV [RET 5 FiEx
sz U, /NEROFENZ K DI IR A G Le, £70, RPEAF AT m— /L0 )
WFERDOAA, F~v—H— LR 0 ELReE T L-, & 2C, EIT%T —4% . BA
DX 7= B EEASE DTS LORE TH L Z nn, ¥ 27 a—/1id BA OZHi A
F~v——L LTARTHD) LW I REAENL T,

[A] Mg L JROAF AT r—3, BA OBWI AL A~—h—L LTHAPRR
HZEHAME LI, FLT, X RAT 80— /O TE O I i A IRy FR 54T CRGE
L7z,

[J71k] A 6 2> A Ko BA B, I 9 oW =2 b 1 —/L(Non-BA cholestasis: LA
T Non-BA)EE, &5 = > b m—/L(Healthy control: UL F HCEEDILTE R L OURMIKZ |
L[EMFFE 7 Higx > & Bk L7-, BA OEFRIL, FIC L2 MHEEE THE DR IH S e
AT & L7=, Non-BA #i%. age-matched & 725414 6 2"H LA F DR 5 - F P BIEH]
ELTEGRB Y b —ulE), B39 oWEEBOERIL, HH, HAESCFERE Vo
72 BA T Z 0 15 5 BRASER 22 BB 5 oWt s ge o, A T BA O 4



L. BT 72 & T O o iEREOZMICE T2 2 & M oMiEE#ZE VL E U E
1.5mg/dL U =& L7z, HC#EIE, 6 2HLLTOEFIRE L7z, BARE, Non-BA#EEL
(2, WA RDICRIEZ R L7, LCMS v AT L& ANWC THOAF AT n—/L
(48-hydroxycholesterol, 20(S)-hydroxycholesterol, 22(S)-hydroxycholesterol. 22(R)-
hydroxycholesterol, 24(S)-hydroxycholesterol, 25-hydroxycholesterol, 27-
hydroxycholesterol) 3 J OMH {2 (cholic acid group. A5-3B-ol group. A5-38,7a-diol
group, A5-38,7a,12a-triol group 72 &) %4381 L7z, NEHERIXRERREE ISV T L,
B AR 2 ORI E A THRET LT,

i) %43, BA #f 14 1, Non-BA #f 10 i, HC B 10 flTH o7, MiFH LR
oA X AT r— L%, BARELE Non-BA 23452 HCRBEL W AEIZE - T7228, BA
fE L NonBA BECHEZIZ o -(iERA ¥ A7 e —/L: BARE vs. Non-BA #f:
JLE 0.825 umol/L; i/ M- K AE) 0.124-1.328 vs. 1.05; 0.324-0.326, P=0.77.
BA #t vs. HC #£: 0.825; 0.124-1.328 vs. 0.2515 0.049-0.979, P<0.05. Non-BA #f vs.
HC #%:0.783; 0.324-1.519 vs. 0.251; 0.049-0.979, P<0.05) (R a4 ¥ 27 m—/1: BA
# vs. Non-BA #f: H 9 153.0 umol/mol creatinine; i (/M- KAE) 24.1-486.7
vs. 86.2; 5.8-411.3, P=0.07. BA ¥ vs. HC #¥: 153.0; 24.1-486.7 vs. 2.7; 0.8-7.6.
P<0.001. Non-BA £t vs. HC B¥: 36.2; 5.8-411.3 vs. 2.7; 0.8-7.6, P<0.05), T DA%
VAT —/L% BAREE Non-BABECHER L7 & 2 A, JRY 22(R)-hydroxycholesterol.,
JRH 25-hydroxycholesterol, JRH 27-hydroxycholesterol @ 3 Y BA B CH EIZE o
72(22(R)-hydroxycholesterol: BA £ vs. Non-BA £, HJ:f 36.2umol/mol creatinine;
P (/M- e KA 6.1-155.0 vs. 12.9; 2.7-75.9, P<0.05, 25-hydroxycholesterol: 0.6; 0-
5.5 vs. 05 0-0.5, P<0.01. 27-hydroxycholesterol: 3.6; 0.4-11.1 vs. 0.7; 0-5.6, P<0.01),

A 2 ROC fi##T Clx. 27-hydroxycholesterol ™ AUC 73 0.83 &b EIL TN, 27-
hydroxycholesterol (. AEVTERAGEHTHEH O acidic pathway TH L S 415 BT EE O RS E
Ths, £Z T, acidic pathway DA TERKI LD AN BEAZHIET 5 Z & T, acidic
pathway OIRBEZ FEA L. AWFIED T — & & BfHT HFERBEL N D00 E D D RGE LT,
Acidic pathway DA ERL S 115 JRH A5-36-0l group & R ' A5-38,7a-diol group (2. BA #f
T WMEH & 78 8 72 (A5-3B-0l group: BA £ vs. Non-BA £, "J:f 6.3 pmol/mol
creatinine; i/ ME-FAKME) 1.0-7.8 vs. 4.5; 0.4-6.3, P=0.09, A>3B,7a-diol group:
0.8;0.1-1.1 vs. 0.5; 0.1-1.3, P=0.07),

[222] A% AT r—1DH 5, BARORF 22(R)-hydroxycholesterol, JRH 25-
hydroxycholesterol, JkH 27-hydroxycholesterol ® 3 f73, Non-BA fE L bz L, HEIZ
o 72, ROC fi#hr <. JRH 27-hydroxycholesterol ® AUC 7% 0.83 & i HEN Tu/=,
AL CliE, JRH 27-hydroxycholesterol 73 BA 2Wric A H 7/ 3 A 4~—H—TdhH 5 AlHE
PEDIRIE ST,



27-hydroxycholesterol |Z, acidic pathway OIRFEZFHII CX 5134 F~—H—Th 5,
FEHRRHEIL D3RV VR RE Tl acidic pathway B TUHEERFEICH D, BA 1%, MO 5 > #PERE
B0 LIFRRHEE 358 &0 D BRI 2 FEo, BA BEIZE 1T 5 R 27-hydroxycholesterol @™
E&HIZ. BA OFWIFRRMEIZ LV acidic pathway 23 TTHEIRBEIZH 2 Z & AL TV 5
AR B D,
NEFHER 53 HT T, acidic pathway D TEH R S 415 B EE(R + A5-3B8-0l group & JRH As-
3B,7a-diol group) DHEEZY, Non-BA Ff & bl LT BABETHER 2272 D T, acidic
pathway N TCHEIRREIZ & 5 AlREMES IR ST, T OFERIX. BA BED R 27-
hydroxycholesterol 23 L TV DfEF A2 XFF9 5 & 2 b,

[fEim] SREIF 413, BAREZFICBIT AR AT 0— L0201 THRE L7, R 27
hydroxycholesterol 1%, BA ®ighli~— b —& L CHERZWREEND 5,



