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WARAR AT RETC 1L S8 2 Xy T Bl i R G IS Wok %
B, RO IR BUE B = T AR AR i J
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THIR AR JEAE A 1 R IR B R TR S PE AR T TR R
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(1) BE TR F 2R . 45 2 25 M T 5 15l 5 | 72
THRFRH A R B W B R BRI R N
JH % 1 EL 41 ML B (cytomegalovirus, CMV) TR i
TSGR BT A1 5 T PR RR SR IR AR, FEX e 2
PERR A AL 0 T, Fas 15 5 7% 5 B HoAth 2le 28 vf
At 5 BO™ H R 4Ok K T BE AR AR T = B R
(adenosine triphosphate , ATP)#E35 , TR ATP 7K
SR B 2 BELT T 90 21 e 2 1R 2 18 A IR (D A
SRR SE A B AE T, BRIk BT 32 AR A 5 1 4 i
FET S U8 T2 FIR LR & PE RS g 3 M 48 51 i
JIEL 98 AR R A HIL ) T A 0 355 200 1 A AU B g
Tz 38 55 LA K B /0N RE 6 5% 5 2 1 A i AEL A I 22 2
PR DL K5 4 F A & (interleukin, IL)-6 \IL-8 |
I1-18 1122 .CXC #fbH +FFL A (CXCL)9 Fl CXCL10
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TE N B 20 DR Ak PR 13 K T e T
1 9 SR FE I F - (tumor necrosis factor-o, TNF-at)
FRRE AT el

(2) B PEBIR . T AE 5 1 3E B JIEL T I8 AR 2 Ik
e IF K AE | 78 AE B PR e 1 AE 8 25 YT SR AR
R AN 19%~34% , 5 WL R A 455 il 58 L P B
RANE YL 25 R JEBE X Z K (farnesoid X re-
ceptor, FXR ) X% 1 PR 45 5 5 Ak 45 1) Bl A 32 K 2R
1 3 (nucleotide-binding oligomerization domain-like
receptor protein 3, NLRP3) 4 /IMA iy i 15 2 H 7
TR AFURH OC e B2 A A LAl JIEL YT o2 38 ot 4 0 55 25 U
N TR B 35 JER e 1 g 4 R NLRP3 4 AE /A Y
55 1 F 2 d@ B FXR % NLRP3 5% fb B A i 1]
TR LT3R G2 i PR A Bt 22 25T 25 A0 OC
M 2 (multidrug resistance-associated protein 2,
MRP2) 415, B35 1L-6 78 A A9 ZCR (2 5 AiE 20 ffd [ 5
AR JH MRP2 3R, R BF 2RGE 75 5 1 A AL L B
SUEEAMEE A, EOHEC ST, 2
MRP2 A /INE 55 [l 447 38) Jf 5 9 J, M T 3 — 20 B AT
JH- 4 A 5% 15 BB 2T 3R i e g1

(3) KRG EAR RS 1 IR 5 PR JTE 2% . R 05
L 240 B i 10 sk 8 e AR K i I 72 M A 2 SRR
Sorrentino “FWIF 7T 2% B AE T ARG 14 15 105 P JF 9% (non-
alcoholic fatty liver disease, NAFLD) &35 IH 1A FH
A7 765 04 L R B AT OC . NAFLD & A A iR
THIRRR S s B i R TS L 22, ZARHRZE R iR
W] S EEAT AT £F Al | e & S BORE AL 1]k
e R B T i, EL I AR 988 8 KU | JHFE PN IR
B HaE | MEAEE EVE N LA K S AR TR
T8 T BE Y 450 3 AT RE A SRS 175 5 1O I T R AR K
Ay ARAE AT TS AE VA Y TR R I 2 L IR B AR
WFRR#E 12 8 R Rk h AR, QS IH I PR 4%
1z £ 10 Na*-4F fiff I8 2 5 3% 12 2 ik [sodium-tau-
rocholate co-transporting polypeptide, NTCP) i i %%
& (solute carrier,SLC)10A1]. A PLB] B %15 2 ik
1B1 [organic anion transporting polypeptide 1BI1,
OATPIBI1),SLCO1B1] FIHERH 2L (bile salt ex-
port pump, BSEP)[ATP 454 & (ABC) ¥ 12 8E H B11]
MR T AN 25 T IORS VIR 7 R R B AR
AR R,

(4) 25 Y YEIF i (drug-induced liver insury,
DILD) . £ &K E %, DILI RN 1/10 T1~20/10 J1
BRI Aok BB BT HR AL
WS A, MRAMIFIEHRIE # 7R AT RE 5 LA AR H AL I AR
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FEIRTT PR RS NR 40 FXR T X 52 14 R 2 a2 Afe
55 e 2 R AR ELAE T 7 AR BRI RS 5 A (k) 34 T
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R B M & 99 B TN R PR 5 & 1 (alanine amino-
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43 R FF 40 M 3455 A (R =5) IR AL (R <2) il
IREG 1 (2<R<S) 3 Flilfa R4 HU [ AMIF 5 7 i
i B A5 03 AL DILL 7 54% , B AU 508 4 7Y
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GSTM1)H P BL Gl PXR N- £ EHEFE F Ti 2 (N-
acetyltransferase ,NAT2) SLCOIBI ., VR H — W2 Hi
%) M B TR %% 2 W 1A1 (uridine diphosphate-glu-
curonosyltransferase IA1,UGTIAT) . i i {4 2 P
(cytochrome P,CYP) 2E1 .CYP2D6 . NZE 140 it
Ji (human leucocyte antigen, HLA VERZENSS
e BT DILL A& AP0, %84 DILL 2 3 300 T 40 i
P RY, — 26 58 BT RO | i PR I R
J2 95 WETR M RLAN L £ 55 7 AT R AR AR S TR
PEORL A1 L 3G 22 R & S8R IR 1Y 245 W S 0 25 G Ak
(drug reaction with eosinophilia and systemic symp-
tom,DRESS), A7 —2&4¢ 5% B8 DILL H B 25 H)i%
R H B B SR FE RN 2 R A B
Ui, KA AR NG T8 2 5 8 T 1 % ik 1) AR
A AT 22 R B SO AR | 38 B % Ak B L S 4
) 40 D) M 0 AT A B T4 5 DILL A5 B S e v
R, WAL DILL i 25 PR SR |l 3 R BN i A&
SO IR, %A DILD 2 X — 28254 7 A 1 3 1)
FCRE T A 2 X B — 5 5 24 77 AR 1 5 DL A e Jo S
W, B AG A s AR R 5 1R Y TR 4 AL DILL H FTAE
i PR B Ok e DL I A ik AT 55 PR TR AH DG Y R
GRS DILL, KR MR | 2R Ui = T
REAIFFIE A A G , H AT G 0 I L A4 A 2 22
(5)ICP: EZ R A T I R e 01, AR 352 1 v
JEVERR TE i AE Sy SR ORI R 6 1 JEF T 50 | ] 5 | k2
R MsehG, S8 LA TR IT & TR R
Ao 1CP F2 B RN I R0 AR BN A B Y
FEAE R IRZCE S IR R i A B Rk
P FE D UL WO 22 2 5 R IR R BR A 9 A 32 4>
5ARB vl e 5 WIS B R e B2 R PR AT 5C , 1CP &
# W T A7 AE BSEP MDR3 MRP2 % [N % 728 UL I
CYPA450 MG LT FERINE oL, 2 MRP2 HEH 42
N o N W [ MRS | AR R R
MAENZELSE5 T ICP WAL, HF5E BN
ABCB4 3£ ) 8 {2 5 5 1CP B9 & A A7 6™,
ABCB4 3 (MDR3) 4% 1) ABCB4 H 2 —F1 %
55 B Wl s T AEL I ) R AL i M | R A
TR 8 5 A i i T JIEL W A o £ v e (R A
A rh IR BRAE | RE [ A A5 Ao FL AT R &
KA OR AP IEAE b B 20 i A 52 AH £k 59 45240 e e
B K R 26 W B A i o AR b k4R AR e
NRI1H4 FEHAZ 58 38 1CP 1A AP FXR J& T
NR # AR, 1 NRIH4 HE R it = A, TG
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FXR B8 1 IR/ S R ARSRIA /N S — B A i 4
il B R 25 Ml Rk A2 1% BIR S i JIEL 461 12 75 1 il
(cholesterol 7-alpha hydroxylase, CYP7A1) M Ht4%4 1z
Z IR RIEP, FXR R R IR R 3 28 2 kA S I it
P B A 00 )RRV R 5 ik, O 245 T 40 i v Al A
B R K- AR I I AR AR, Ak FXR
w5515 % BSEP I MDR3 2 ik, {2 2t 0
T £k 53 Wh 2 JE/INGS DR AP I 200 B B 52 LT TR 119
e,

ICP 4 % He 3 5 22 R A IR OK P 1 A2 1 Ay
OB KT 4 I 3R T A TR i b R AR S o e
% Na*-K*-ATP B 1, o2 20 M0 JBE i B 1 2, £ 24
I 5 P 9 285 0 3 P i A AR Ak DT 5 ST 400 i %) IR
A | Heas KR AR R AR R B RO
17B-ME — 1 (estradiol, E,) i i M = Z 1K o (estro-
gen receptor o, ERa) 3% 5 FXR AH EAE | 7E &
HMFA N XS BSEP #E47 B e, i) R Ak
A 77 7 A B S 101 I ME TSR T R T Tl R A A M 0
R E AR AT A IH R 2R 0 | PR G 9 1R
L RE 7 1 R R S SO R 78 BRI 2R
] M IR A ] A b R — 2 i R 2 I IR AR
MIRESE , st se W, JURN 22 WA QYD | 65 AR
£ PM4 (PM4-S) 3% T BSEP 41 3 (1 I {1 2 i
RTS8 S aEaVE 1K I A b o812 R /52O

ICP By 5 5 Y Sl Fry b ol R oo e 22 5 | 7 L 4
b DX (S0 B ) 98 2 SRR ) ) R R (R M) Y e
S5 RIENEVEE 22N ) | B e B ] R YT 0 3 55 4 1%
P R A R 2R A LV A KOF- 5 ICP & R
ARG o LT AT 5 A AT ol 7GR e il D ki Ak
Yy PE AR, R BRI N A i B i 2 51E
I 200 P PR T AT AR FIEL 3 ) I 1B FE 35

(6)% B MHMEFE (total parenteral nutrition, TPN) ;
TPN SRR AL B AT ok 58 4 B, nl g
HUUT A S OFF KA T i i B2 1 4 WA B
AR D I, @B FE A TAE RS
TR HEME s, BT 2 TPN 1 5838 s A i m]
PEBE I 20 A MR AE R B A
15 B (DN J5T 7L ) i 0T R AT A= 1 x4 B A FT AR
AL Az 52 e DT | 54758,

(7) AL VEBR . 41 PFIC BRIC citrin 2 (]
JHFBL 2 A N JBE R 4 S R/ A3 R IR B ) s 51k
[ A L N I I BUAE  (neonatal intrahepatic
cholestasis caused by citrin deficiency ,NICCD) |
Alagille CEAME RS B IIReA A I AR
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(arthrogryposis-renal dysfunction-cholestasis, ARC)
CEA AR SRR RS o KRR T R A i e A 5
(DPFIC /& —H 5 W, 1 2t 32 ZEA% T 440 it Tot e
FEIR R 1 FE R e AR e (o AR B 28 AR BT L,
EHEILE 12 UINBILh B &R R 1/10 1~
/57, B k#8 5 #MiEn pric, 1 #
PFIC——SAEHE I P9 I IR FLZR G AE AR A Byler
ZRAAE, HH 18q21-22 Yetafk I+ ATPSBI K A5 5|
e IZIEH gAY FICT HE 1, T FICT & kg, 0
N B IR AN B 25 % S i K 1 R R R 1) 41
7 PS5 | £ TR A 3 T B A AR R T R SR 7 a2
3, 1 7 PRIC & &I M e | B R e
Ko g i B T 52 B PRIC & i T ABCBIT %
AR 5 G 30Dy e BSEP/ABCBII W33k T M &
B SC 98 A8 B 80, R I 9% 1 B PRIC ™, FLAG 2l
HORG 2R KO 2 4w | AL 2B 500 B AT H B R
PeE 2 S EUF M 3 M PFIC SEMAERE
K 7q21 19 ABCB4 FE 1R 58 75 5 35 4 i 6 40 JIH 457
Hi i 2 ) MDR3 288 8 1 R B PR AIA ¢, W i
Hh A R LR AR I B AL L PRIC-3 BUAEAR A
Mo (A3 5 U DIRe I Y, BB EHEE M 2
Uige ek R 5 4 B PFIC (&4, 5 8 PFIC & T
i FXR (IR IE W 3 B4 s ) 19 NRIH4 %5
RIS pir 8, Bedli A3 i $2 4 17 —Fh B9 PRIC 28
R RS MYOSB BRI 925 H XK MY O05B XF T
BSEP 1412 i A1 48 M AR AL AR F 2258 (QBRIC /&
— el DL A R Y € R B 5 A% | i Sk R
LT 55 18 SR AR K 18q21-22 |, BRIC &
PFIC B B PERBIE L, B AR B A AH (W] %) 30 2 K
BBE L H BRIC #Y 400% %K T PFIC, BRIC I R4FAE
ST AR, U R AE | BR A A ™ R R BT
I, AT RREREUR BEOT 2R DL R A KR
2 R AR 22 el RAE AR BNICCD A citrin &
PR = FT S0, &8 Qe R B P st A% 0 | citrin 2
JEH SLC25A 13 3L K T 4% | Ty e 20 £ ki A 1y
1) R A& B TR 1 28 IR T, ) Ao i 5 v 1 4 2 I A
0 Ji Y AR T B R D RS B BR (reduced nicoti-
namide adenine dinucleotide, NADH) i T ¥% iz 2 4%
KLAN 25 IREVER BS80S
HEHEZANRIIERE . Y citin B2 ] SR E KL
FER A AARI 2L | IT I8 B A7 % 40 DG 19 AN [R] i IR
FHH . NICCD BILH Tk L e |, £ N
FOH IR AEIR FR BFOIRE S W WA R K F R
Ja AR MR BE M DI REAR R SR B 28R LT
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Ja BAF, ADBUE LT P IE R 2 W AR YT B
W1 @) Alagille 25 45 1iF & HL AT 2 RURRAE 19 12 4 iR
TR WL, JE—Fh R 2 R0 0) M st
MBI . 1969 4F Alagille 55 2 # 1 IR IE T %
LEGAE  IEAE 1975 4T Lhitk— 25 MR 24 95911
Alagille Z5 5 1E AL T 44 64K 20p12 1Y Jagged] %&
R g AR 5] 21 8 43 7] g I Noteh 32 7R 1) 58 42 5
i, Alagille ZEAAERY B I WERRCLFE T (O E B8 |
AR A AN 45, [ AR IE T 1 IR R 2 117 T,
Alagille £5 45 1iE 8 5 5 38 B0 Ry A [R) A% B2 0 JIE 7 i
BLEERE L FERIZ — 2L L EE
A JLIST RIAT Y B v 45 5 AH 210 3% IfLAE | H 30 RH 26 1k
B, RN AR Y 58 B IR B BT A IR T IR R
P T3 T fe ™ E R H R BEDRIE Y YR B R
B AL R DL TC B R IR T A e
KEFRIN, 4K E 5> Alagille Z5 451 85 AT A JHFE i
K, T0%AA7 B FEA MR, /B3 T A ™ 1
JI LR 1 v JIEL T e v O Ay B R T L2
KT, L SR TR T Ik 30 fiF ULN LA
e R R AT IR E A LA L I R A KT AR [
FREETHE W B D BE RS, 2R S 4E AR R
K 5 A7 2 1ol H At 32 I PR 3 B S AR AE A4 O
JIE 2 A ] il gl Jokope 7 B I 125 3 DU IR AE | % )
B e 4bE (1) R B0t 45 A S5 (A ) B R AT P
ARMEE A8 (Gl ) B 4 3 i RB FOORS B 4 it i
MEBRLA BB R e A e e A ) R
5 H (AR AR PR 1) £ B IS R iR B ] e R 9% /R 7
S (%%Hﬁl—ﬁﬁaﬂﬁm}]ﬁﬁﬁx%)\fﬁegerj@rfﬁ'
(RTTRZEEBEARE) SHE MLk /N
ST HR SR CANHT A S | MR R IR e R B o
W58 RN Y BT KA Alagille Z5 5
AIF 2 B LU0 e R T D AR s 1) S B SR =22 — |
R GAE RIS W R e, W 5 1512 o ILIE P 4 AT
3 3T 2 A FAG ARG A SR R B A B
BIR B ANIZ WG, B LR TR B B T & E 2 AR
TRIT IR S, R LUE o SRR WA YT 2 R IR
b= E R 9 B I s T e 2 R
J7 0 H A FR G 0 4 B T B, AR —Fh £
RGZ B AL YRR, Alagille 5 G 1F B # 198
HUE R AA R AL BE, B ARC LR — 5
UL BUAT ) £ RGN, S I | R
J R R 2 FULPA B R G, X P EAT PR TR
T Y o A Bt 3 A e R R L Ak 15q26 LY
2204 173 28 33B (vacuolar protein sorting protein
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33b, VPS33B) A 245 5|2 , VPS33B H: K J& Sec-
1/Munch 18 KB b, 2 5 16 5K fil 4 3 v i
I T — M - 0 A5 3k e 4 5 () 7 8 v iy L
ot 55 5 il 2 1 S LD B i ZURH LA R A IR
Al G S, XEREA R ZRIE T2 %85
MEAB AT VIPAR (WHKN CI40RF133) 3 K 5 4% fit
LR ST IR ARC 2R MR EZRHE RN
O RSN i A OGBS R BRSO B
PEEAT WIS B JULPA 2 4 A Y R ith 22
4, B /NEDIRERE AR ARC ZRBIERY I — F By
fit . HRFRUR B /NE TR RE B IR IR AE B IR |
FAEMR R BRI IR B P A6 A ] UL A B O E
BrA LR B BE 2 ARC Z8 B IERY 7y — £ %
RRAE R AT ITE VR i B 8 AR B 5
& GGT™, {HALA HIEFR VPS33B AL TR ARC
ZEAIE GGT /KF 1, AST A1 ALT /KF FJ BE IE
BOMEAT TR L 1% A HC A i DR AR E £ 455 R B | il
AN N3 = I N ol N € IS E S A
2 RO AE | IR R 2 B IR R IR DR
FES HATH JCIRYY ARC LB MEMAROTE 4T
IR YT R SR L B AR v BRI YT IR
I PELEA RFNAR LR | A WS | L-HUIR IR R
MBEIRERAN FER] , 288 ILTE 1 2 NFET, @ZHKL
PRI S S IE 2 5 D e (P sE A 1 ) oA S50
FE RN /D UL B 7R LB W W 9 v 2 — i L
FRAE, JUHAEH AR LI, I 52 22 00 LR IR A A1
PO RS Z RS  HEE L EF AR Kk Al
HEE RIMESY ) AIFSY 8 s ZORn AR S 1Y AR S GOk AR
DNA R4 v1(polymerase gama 1,POLGI) HiiF
P (thymidine kinase 2,TK2) it % & H 4 (de-
oxyguanosine kinase , DGUOK ) HEHS2 TRMU HEH %
ARAH OGS LR A T AT LR A T 2 B B A ot 5
SR A8 T 0 TP A b 28 R e 1 BB L h 2otk
TR, A SV il e HEERAZ —,
— il R R B AR P, RIS =BT = A
i N0 /A R L A 3 = Y B P e
] RE PR A LR AR B AR S b | f 4 AR M iR
MRIR g, WEAh A 18 P Bl 2 JUL PR B A %
B R GEBNN B A AT RE I LR RS RN IR |, B
SRIZIG g S o P, T30 i YR B bR A A 48 7
SR JFUIRZS S8 47 IR B SR Ok B AT
I R 3 B 1) A6 o mT A7 R S S A A A, O
L3 b B L DR O3 BUOR A R s I 24 P B 2R A T
RIS B NP AL LR 2 R AR E RS, AL
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LA s 19 L 2 5 45 1k B0RE f2 (0 R BE In 5 i
i LRI ) R LR DNA B0l i S i 24
Yy, W R SA | VU BR R AR R N RS BT AE R A
SR ) U H R R PR RS ) SRR | T S
IR 2% W iz 7 s el 2L TR MRS TV JRR T i
el R e R {2 TR ORI IR T RE 1Y S TN
X FAEAEFLIR IR Th 2 A R A TR B S e il 2L
W2 KT, DASRE S ) BE LR IR P 8, (DSG R AR R
& B BE 15 (inborn errors of bile acid synthesis,
IEBAS): J&H T4 1 2 i 3= B0 v 2 i 06 575 (14 Tl
FEAEB AL BRBE T 5 B, A AE [ B 5 B IE TR & it
R ERD> 14 PSS, A — M 5= #8
B 2 BOE F E TR AR R i | 35T B — R A BN
IR KA . A R 28 WL, % e (R B Pk a8t %
i o TEBAS o5 Fr A AT R BRSO 19 2.19% , o5 22 )L
R IR AR BRI ) 190~29%%Y, BIFFE 7 A 95 1)
A5 3R-5R A BE-A5-C27 26 [ B A /4
(HSD3B7) \A4-3-% [H B SB-iE J5l (AKR1DI) &
[ i To-FE AL BEBR I (CYPTBL) | [ B 27 ¥ AL JiH
B 25 2 AL B o-F AT A T BERE | JE TR -
CoA:Z IEMR N-L W56 F W BAAT . JHVFMR-CoA %
FE T B B AT OIS, 20 e PR 3 B A A5 B AT MRV
TRFRPE s P 28 28 G20 78 2 IR M 4 21 3R RO
R o L rP AT P R SR RRUIAR I ) R 1 I v 45
G LR M A BT R GGT IR, HEUHK R
BRI TR 5 #2822 G 7 A ) LR GG 40 4
JE B, B AR PERESE . TEBAS & I RES IFITA
ERPANIERT R AT ERER =3 2 D O A i B PN 7
TEEAGEHEERIZ W, A R I B3 43 B PR B T 1R 2
WHIZ M IR G il e 5 i ] B 19 07 425, O Al da ot B )
T 1t — 2 1 dgle g 2 AR

2. MBAE AN MM IR IR AR . A B R 1 T e
(PBC .PSC L3 9F A B e tERF R M B L3 A AL ) |
eG4 FHOCHENBAE 58 | 4 A MR SO T N IBAS) B S |
JIEHAE AR IE (HHAE AR | Caroli ZRG1E) 250 &
NRAE S ek LT dE Ak RS MY BT TE F206 (graft versus
host disease, GVHD) LA}z SSC N4 FhJE = i IR 48 45
AP I IR (35t A% 1 P T A i A T sk
i, 45191 22 A M Bl bk 98 S H A 2R AU I kA8 48 ) 3k
T P 9 R 57 2% I B G At S AR 1 A g2 00 o AR OC
IR VR REAE R A5 02 T SO 40 i A R
B H T A R AL 4% DU LA

(1)PBC.: 72 — i P 7 47 M IE v SR AR s
DA SE A T 10 JF P9 /NI B IR R AE 2 % T b




RIS 5 SR 2022 45 17 B 1

et 2SR AR 58 G R R
WALEM R VIA DG, KRG R 4%t/ -
i 240 B 0 S T 1 B PR HL AR VIR B
RS R T 65 BSEP R MDR3 3 M 28 48 3 i AE2
FIRW > B RE T IR Atk N T B 5 s A Rk T
R |5 0 0 4 P A 68 40 M 30 o P 084 ALY R
b5 UAB 3 M B R AR A R OGO e 28 3 BUIR T
WA, AN PBC B CD4'T 400 CXCR3 JH
B ¥ 3% X L 580 CXCR3 £ ik B T+ 517,
CXCR3 J& CXCL9 ,CXCL10 & CXCLI1 f#afb -+
AR RPN LA b R EEAE A, CXCR3 A
Bl AR AL AT LA o 35 T BB 1(T help 1,
Th ) 4 1 7310 0 55 82 e A1 15 i 12 e
(2)PSC.: Je=— g P S B f 0 ke 0 4 2 AR D
FRPERFRG , RAE LT 4EAk 3 A (B0 JFF AR KR4 Ak
78 J& PSC HYRRME PR R 208 T Lok IR K,
15t RN DR 22 A s IR Pl AR D T T A
2 BOR 2 A M EBORIER] , 26%~85%11) PSC
KB A i A JE B v R 40 B AR (perinuclear
antineutrophil cytoplasmic antibody,pANCA) FHM:
A R 2R 5 e UK | ] DKCRF T8 8 M 5 A 2
H 5 RAEVEM IR B TIIR R (29 70%PSC 14 [F]
WA RAEMER ) B8 PSC R —Fh g 5
PEGE A T Bz 40 A 2 OGS (0 B 40 L, i L
il B R85k S M R 3 (R RE R A R O
M HLA BRI T 400 fil % ), 5 BU0E 2T 4k 1k 40 i
- (A Ak A B 7 B ) 1 B e Al G i 1k R 3R
CAn Y IOk o7 I RE S B R Y Bl EE i
15 ) R 2S5 08 7 EAE 40 RN T 40 22 1) A A
TEHAEM R HZEER X)), JLFEAER T
20 AH G S S R[5 40 P A (interleukin, TL)2/
1121 IL2RA .HDAC7 .SIK2 .PTPN2 .SH2B3 .CTLA4/
CD28 I11.2/11.21 MMELI/TNFRSF14 .CC1.20.CD226
FOXP1 .CCDCS88B F1 PRKD2] 4] 7 4 Jfd = e 19 15
OUF REHBOREM ARG, X G BENZ 5 T
MMM FER & B IS LRGN B IR G, —
46 pSC Gy IR I & A v e S 5 IR R A Y 3
o (n 2 S e afk 1/ TGRS A 12 5 4k i
HDAC7) AR H 178 A B SR 78 PSC b X 53
o R IR R g S AE B9 L (A ABCB4
BSEP) , W54 /~25 5 HCOy 7™ A ML 1) 28 14 41 4
k. (cystic fibrosis, CF) #5 I8 %% iz 8 15 8 11 (cystic fi-
brosis transmembrane regulator, CFTR) #1 TGR5 %k
PRI B 2 3 SCHR AR A T 198 75 M 1 £ 4 i 0 0 R A

- 21 -

A S MR ER ) A AR AT 8 A IF9E R MDR 3
5 CFTR v ReVENBMiZL A | 5 PSC I IR FE A% 1)
I, MRP2 %5 (1235 T 8 AT S 8UR 7 2 £5 A iR
CLR WD | 5 IR IR FR T B D) AH G0

(3)CF 2 in & A v fe i U g B ) A= i 1
WA PRGN, B e e AR Ba e s e B T LT
B LT AR, H ILE CF e I A 45 4 o (5 %
BRTA AR S TR, LT B AR R B AR AR
IERGE, M R GG i, b
Bk, CF /24t CFTR & M CFTR B 1 2 4~
PRI g R, 124 ik sk e kiE B
it 2 000 FORE Y CFTR %75, HAdr Dl F508del fi
HUL 3k o B S 3 A RS [R) L R A T R A
ALY AR IR E AR VT KRB TR s iR
B R KA, CFTR 2 M A Bk 5l 2 fE At
T T N - e At i s e B, g R
FUK oW S BRI 2 e i ARAE AR R | fe 2%
WAL kA, B CF B BB R EUR
U, LB I SR BRI O B R T ) RE S
H BT RS AL R ] B v e

(4) J5 % ME R A R 5B AiE (vanishing bile
duct syndrome,VBDS) . J&iZ 45 5 I W IB4E 19 £ 17
PR R I 2 LA B fie 26 189 R D FR A G 1) — 2l 3k
BTG, H B RAEMEERW ) sl 5w A
i RN ek R P B 0 A X RT3 3 VBDS WY R A, TR T
VBDS J& T, Bt A DEuRpiE, 285
PE s AN B i BLRE 50 /N i JRD AL 509 LA E T
DX R4S 3 el

(5)GVHD ; A% il & AT B 88 MR AT B
W N B R S SR 2 A iR I GVHD H 3 A4
IR GVHD F1 & AR B B0 5 T1-6 45 21 it [H]
TR W IR A OG5 AN SRR I R AR IR AT
F AKP A1 GGT ¥, JH-3 A5 7= 70N BE A 6k 2 440 i
B A 2T | L R 20 BV R R i 31X
BRI YA R RS2 AE B IF GVHD | B9 0F 47 % Jin
S A OG5 = A B GVHD R 2T
2, MU ALT B TH &0, A 12 Wi its MO B Ik %
Kok AT HLA Pl B %5

3. A PERR IR . Sk JF 400 RN R A 40 B R
P45 9 RE TR AR

SIEMHRBIER AR Z , ZAENE 2, b
FRIX — 2R G AR AR B A X H B0 1 43+
HLHI LA B 9 B A B AIL 1 ) BIF 5% 6 SR 2545 A tE — 25
75 AU B AR IR AT AR T T 2 5 i 1
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