I RAG B 2 5 2021 4F 11 A% 39 %45 118 Chin J Clin Lab Sci,Nov. 2021, Vol.39,No.11 - 841 -

DOI:10.13602/j.cnki.jels.2021.11.10
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330016)

RE.RA MRS KR RAGE G LA BITR, &8 LA TR R ER, o P AR FOREERITIR AL
Mo AACHEARR I B, B RAR R IZ IR A 6 SR AL, B PSS IT 48 d R B B AT, a0 A AR E LR K I, A K 6 TG B

A AERB L, EXERMA LA F @ — 253k,

KRR R A MR R K B G TR 0 AR A U

FESES R446.6 SCHRARAEAD : A

JE & PERR - R A8 48 (primary biliary cholangitis, PBC)
2 DL BB AR B B G e M IR, DR BIL A X R A Y
TIPS B R i Sl &2 5 K ( pyruvate dehydrogenase complex,
PDC) #) B2 SVAE A= G e 25, 51k A N vh /N BEAEP S A ik
PERIE , B 43 SO 21 4 AL HL 23235 . PBC R I IR AE
PRA S B, FERBUO R = ) SR A ]
U RE AU LT A RR AR A B RLAR BT (anti-mi-
tochondrial Antibodies, AMA ) Bi, AMA-M2 V.3 BH4: | 5] i £
A 8 WL [ ( alkaline phosphatase , ALP) 2538 ¥ FF &, B
FHRTEA R W INR, n2 A B B I+ AR ) &% S
e, PBC BMA A R B AR E TR, AT AR 4
BREDA KL 10 JT HHZWR PBC,40 % DL Bk PBC
BHIE 1% B HET PBC /D B0k JE i 2 )
i, 31X FEATF A5 THRIS A H] Y $2 BRI B BIRTT 25 W AT
e 8 i A AR AT 2 S I AT RO P A 22 T i E g
T2 AR A SR L 3 JHR R A ™ B 4 g < T R I 3k
A 57 2 py e AT L A 3 A 38 bR A KUK 43 2
X B T R S, HER T A XU A SR TS R
YBCRH L A T TOURE G , oA A I IR Jmy G

1 RwibLi

PBC 1 A LT 52 2% , 35 3t TA S PR 8 R 3R 5 5 W)
RO P A2 AR g RNA AR5 ] A0 R Wk 5 2
U DA R B B G N 2R L A — R 5 R R AL RIVE T I
NG - J A0 SR A S BBR M KR KRS
11 PR BRI R RRE IR R R (AR R A
TSR 45 ) W] T B 32 4 R L AR L S S
PBC & A, IR B A T 5 | kS 1) R 188 Je% 2 T 3 3ot 4 T 0
NI PDC-E2 HUJRLH] 970 T RAUAE T, 54 LA 3 PBC
AR o AT PR DG IR A3 T R 3, A28 1 AR R (-
man leukocyte antigen, HLA) I KPU)E IL-12A IL-12RB2 4

* EEWH . WA ARFHA AT AR R 2T H (LQ21H200004)

JERFAAE PBC 38t4% 5 A ) 2> BAAL T IR 22 251k (single
nucleotide polymorphism, SNP) for g [560 . PBC 4 X % fk
KMk BF 5% & B, OTUDS . GRIPAPI J& Pl A rs3027490
157059064 17 5 5 FEHSCT . HAT, T PBC A H¥iik
A4 4= FE PR 21 SC B 23 BT ( genome wide association study , GWAS)
TSR, HLA 11 28 26 IR 4 A 1) 20 B TR 5 i A% B A5 B 1
(speckled protein 100, sp100) Hol&my A4 K8 |

1.2 e R PN R PBC B MESET XS B4 |
S MR LR T A Bu Ak, AT RE RS HLEI A IH A b K AH i g
Ji T T B %) C17/HCO; 38# 8 A (anion exchanger 2, AE2)
FERT I, HCOS 43 W80 W0 T v M R 1 12 PR AL Bl (ade-
nylate cyclase,sAC) {2 #F 20 Jf I 1 ; LR [ W32 31, 3%
PDC-E2 HtJF AW & 48, P i 52 39 5, AT 7 A6 R AE 1 1
AMA™! | ANEHEB) T 41M0 ( peripheral helper T-cells, Tph) &
B E #Y Th 4T RE, REAEFERAEL LU B 4A LAY 20 L A
Bui =, 5T R PBC S Tph 4 Moty i, 3%
WARZSS PBC Y HL AR B AT 3G, Tph sl 24 PFAG PBC it
JERAREY, AN PBC B ARAIEIFIE S, B
AL, A00 A WEAE PBC i BBt R EA/EM, B
MY R KO 9 R G ORI 43 5 TgM 114 S R 3R f 27 4
AL i PR 38 1 RG22 IR 40 S ( hepatic stellate cell, HSC)
I W B 1 28 IR S 9 1, AR AT 2T A0 1) 2% 2 5 3R HSC
{14 19 W5 T BE B4 1T DA SE 25 A et e

1.3 AE4iAD RNA K FEMBEMAEF R Banales 451 P58 K
B, miR-506 KiKKF1E PBC BH AT LR THi , 50 Kb
1) miR-506 M %54 T mRNA () 3/ 3l B IX O R i AE2 3%
iK;miR-506 BT X Getafh, diir il 5 om Ltk 2 kA
— M KM, MicroRNA-34a 3 8 18 97 # fb 4 K K F - Bl
(transforming growth factor-B1, TGF-B1)/smad {5 518 %, it
#t PBC B I % 8] i %% 1k ( epithelial-mesenchymal transition,
EMT) B 440 . Wasik 2614 R IIAE AMA 111 PBC
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BFE T, miR-21 Al miR-150 AYFRIAIKF 18, T el 3k K 3=
KT FEERT A e fb it R b R AR, B IR A H
W RBHES R AR, P12 LB T PBC hE R RN In-
cRNA LOC441461 Al gl iE 45 & 2 ME A MHEE &Y
PRC 2, T 18 NR4A3 R R, iF — 2551 & T iF o 5 A
FOXP3 (35T MR FROBR 20 vl 5 aod Lt A Tk 1
FH BEINER (B A e H AR KT BEAIG R R N AMA T
B R Th AR L bR, X SE R B PBC & BT
DU T8 i DL g, B s VB e AR T e

2 IR S WG

Fifi 25 3 78012 W S 36 0 R 9 2 R AR PBC B HLELIA
PRI, B N A& R Jefii 2P e B AT T 1817 (%
1) PSR R &R AR Ak ( 44 SRR PR 1
B4R LW AETT I (2015) ) 1 B4R T AT spl00 ., gp210
PUASE NS AMA 11 PBC BE W EZEIZWFR &Y, HIF A

¥ B ML WS WhREh T TES 2 A4 EE (EASL
Clinical Practice Guidelines: The diagnosis and management of
patients with primary biliary cholangitis (2017 ) ) F { Primary
Biliary Cholangitis; 2018 Practice Guidance from the American
Association for the Study of Liver Diseases ) W BHAf 11X i {4
WIS (E ™ BT 3 AR AR X AT BE PBC AR
WOAT AT SUEARS, BAE AMA S HAh PBC RSP SR
BAYE , HLm B TR BE B 5 A OF B B S e VR AT 8 s A T RS 1k
JiF9% o EA, W [ P 4 i R R A0 AMA BH A
T LT T 2 B B il 25 98 b 1E 8 B 8%, A 2 LLi2 BT PBC,
(HIG PR 22 AT UL AMA PR S B LR PBC A% 4L 4 4% 2
YR LY ALP TE 8, X M2 R0 5 9 A5 B0 1) A9 48
P T @ RPRRR Y XTI I e WIBE T
AT RERAS [ ALP y— B Z B B Tl (y-glutamyl-
transferase, GGT) JALLZ 4 | AT V-AG , LIS MR F 2 W5
R,

x 1 EHNH PBC EOBIZSIT IR X L

I PR 7 44 Bk KR LR
JEORPERBIT PENT B4 (A4 R PRI AR B i 2 H AR ORI AR SRR A0 ALP T+ ; @I T AMA 5% AMA-M2 [
PERRAT 58 ) LW AR 3ER.(2015) EaN Y O P @I IEHSURI S R IAT & PBC, F74 LA L 3 WilbrifE iy 2

EASL Clinical Practice Guidelines: The di- KR ATHER2# 2>
agnosis and management of patients with

primary biliary cholangitis(2017)

Primary Biliary Cholangitis: 2018 Practice & [E T2~ 2
Guidance from the American Association for

the Study of Liver Diseases

RN A2,

OFEHERR 2 B RGEMEERE TR EUR 3 I7E ALP 75, AMA
T >1:40 BIRT2WE PBC; @X T AMA FIYERY B3, ande e Ryt
JRBURE AR IR 57 (4 D AR Y (A% o Y ol A B 7 ) B ELISA 4
PEENTE VE TR spl00 28 gp210 H M BA 1, L 7] 12 I PBC; @
EASLARHEZENTAL LU, Bl PBC HR i B 1 , B 17 G
A A B eI g AR YRR B A A A IR AE
OAR AL R R ALP T ; @QAMA B, 50 AMA FPER FE
fib PBC 54 F BT (U sp100,gp210) B ; @1 LU L4 iF
Pt B R AR A e T SR A 4 R/ i TR R4S B, WAL LA L 3
AR E ) 2 TRA AT 2T,

AR V2GR FE WAL T — 28 iz Wiin &4 .
Mu 4521 32 JH 2 B ST IR 9T PBC £ 2 1) I 7 4 fk A
Tk, BRI RZHGEILE F KO- Y e T e xs B dd , B A
PBC HEFR PR T B TF, X T AMA BITE PBC &, I i
IL-31i2 W7 PBC 9 ROC il & F 1 BT 35 0.900, B
87.5% 554k 83.9%, H5 PBC 1Y £F 4 fb B Ji& &2 17 AH
Felzl Hayashi 46 13) L 3 M3 v K 1Y Gas6 HT Axl 541
ZUR S VIARSE , Gas6/ 1 2 F LUAE AN AxL/ 35 8 F U (ELAE
LW PBC I B EL R 1 ROC T T AR, s m] £y 3E
RAMERE R CHEFR . Vesterhus 22 B A5 T PBC.
JE & PR AL IR 48 98 (primary sclerosing cholangitis , PSC) Fll
A G5t % (autoimmune hepatitis, ATH) 53 14 1l 7 40
JfLAP 5T (extracellular matrix, ECM) i, 5 R & #5 AIH 1
PSC AL, PBC (% 48 K L4 ECM hras i dikhgin, H-5Ag
Hi ENE AR (ursodeoxycholic acid, UDCA) IR Y7 2 W & i AH ¢ .
A IE 5T H BE AED I i R R AMA T % (PDC-E2,
BCOADC-E2 0GDC-E2 & KR M2 W4 nPDC) FH %L
Xt PBC (2 WG, 2 50 AMA W0 3L AN G AR S (0 g i
PR 5 1AE SRR G, 2 B 3 FioRn 4 Fpil
BHE 23 34 PBC 45 L (odds ratio, OR) 34 il T 2.05 .4.63

A 21,5350 i © B B4 B (anti-hexokinase 1, HKI1) Fl47
kelch #£ 12 (anti-kelch-like 12, KLHL12) $i{k & # &2 N
PBC B# 1Y 2 D EZAYIAREY) : AMA FAPEFIBA 1Y PBC
AP HKL HUARA BHM:2 53 318 44.7% F1 33.3% , i B
KLHL12 itk BRI 5 h 41.29% 1 22.2% ;3% 2 Bl i
PERY R INLE ALP .GGT ARLT 2K P38 TS, 515
R AR EEAR SO BAh I R AR R S AD RNA 4T
BB AT AR PBC 2 Wi 140 301 B A kR 25 4 . Dong 4517
KB 3E S100 45 245 & 4 A6 (S100 A6) | LINCO0312
LINCO0472 #£ PBC 3 ik5 M, LINCO1257 ik T i, X 4
ANJEEAE 18 Wi kR 5 20 9 ROC 28 T T A4 51 0.759 .
0.729.,0.694 F1 0.715, Mi/E A PBC 50 AU FR 5 M ROC
2R F A3 34 0.666.0.661,0.839 F1 0.554, H) FH =5
R R MPESS ST PBC B B4 Fh A PR B
PBC WAHZ [ (25 52,k B 5 Xt BE 41 4 Lk, PBC (8 3% 1L 3
TG MR R ZMEACE T 7 5 T 7 PBC 4L, 5 AMA-M2 [f]
PEAIAE L, M2 FHE PBC A8 H SRR Ak 2L KO- R4S BT
WERRDTR BH 1 8 H SR MK BEAIS; BT spl00 FHME: A 12G
N—Z T2 FUNE iz R 2 0 7K S B T T gp210 PR SR
LUK TR A A SHiiR YR PBC B H R H A
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IF] B SR, 7 b R Ak K S 1) 0 AR T RE 5 0 1 & Ak &
JEAT S, o e BT AR R AR A 10 i 16S rRNA
0 FIAZ R PR I 35 0 E PBC R 2 (A Wy B e Fn 4
BENG TR (short chain fatty acids, SCFAs) , & PG I0] f8 35 3¢
ZWATN SCFAs &1t 1 , Wt alpha Z2REVEFEAR , Weisella 3
i, B A B AN [R] B s P A B R RN AR 15 = 4 T REAE
PBC /B R

3 BURR Sy )2 i B

UDCA 7] DL g3 8838 I Dh B AL Ak d6 A, SE G2 NIT 2T 4E Ak
RS2 HETVE YT PBC WY bR HE 7 ik, SR, &R 43 8 E XS
UDCARY RN AN IF AN HEAE . i€ UDCA 2 75 % B & A 85CIE
WA LEL DRRIRYT I OB e T R AR IR B Y
JUA~ UDCA R 8 bn i, 24 2 56 T A A b i 4 2 05 6,
4% . Barcelona Paris I _Rotterdam . Toronto £l Paris I #5145
(#2), Ko kel UDCA /Y7 1 AR5 ALP GGT,
THR SR R AT

%2 PBC HEFX UDCA JGI7 M & H3EM 5
BEA IR A

TE VAR T ) AR 1 72 bR
Barcelona 2006 12 ALP [%fk=40% , 8% ALP 1F%
Paris [ ,2008 12 ALP<3xULN, AST<2xULN, JHZT

RIEH

Rotterdam , 2009 12 BRI IR AR A () W R IER

Ehime , 2009 6  GGT[#k=70%,8 GGT IEH

Toronto, 2010 24 ALP<1.67xULN

Paris 11,2011 12 ALP<1.5xULN, 5 AST<1.5xULN,
JRLTFEIEF

Lammers, 2014 12 ALP <2xULN fl(5) HLL R IE#

1 ALP , B PEBEBRES ; ULN, IE % {8 L BR ; AST, K| TR & FR 4 3t
AW,

2017 4 EASL 48R 3R T PBC B8 KU 432 1 7 1 I
B IR R AE R R4 22 48 (W GLOBE 1 UK-PBC) , LA
T SR AR R A W 3P0 R R 1 XU 2 AR 3
K HRFEARPAIIBISE, I-45G T UDCA S N 48 #5 F1 AT
ST RHE 7R N R IE U h S RIS . TR Y 2 T
FRUCBIF ST G L Kaplan-Meier 43 A7 7 B4 #0000 A= 77309 A1 5t
FRAFTHT, S PR Mayo KUK PF43 ( MRS, 1989 #i1 1994) |
UK-PBCIT43 #1 GLOBE 43 i 155 18 2L 40 A 1 100 14
UDCA JAY7 1) PBC &3, 1 4 )5, UK-PBC PF43 i — B 48
i+E 4 0.74(95%CI.0.67~0.80) ,MRS( 1989 #1 1994) 40.76
(95%CI:0.72 ~0.81) , GLOBE 1434 0.80(95% CI:0.76 ~
0.84) ; GLOBE PF4r R 3 H A0 1 X 43 P g, (R = F 22 7 3¢
TGI8 X A PBC TG P43 34 i % X6 JF % 4 Bl A6
T HAT R TIOI E B E , ELW  TAR GE  E EEAN
,7%[31-32] .

Murillo Perez %5137 ffi FI4E#4 (A) JHZL % (B) #l ALP
(A, JFET —MfiifbrdE L ZHE AN B PBC 24 )2 T B
(“ABA™) ,LIH5 B PBC BREA AT MBIk, 51E5%
N AR PRI AT 43 2 B 7 B L, < ABA” BE G B FAR R
BRI R, — 30k A H A 59 B 5548 FH )4

ROC 387 He A3 4 1 — HH 212K ( ALBI) 43 4 0 4 fig
L ALBI PEAMTE ST AR IR 2 4E P ROC 2R T i AR s ; 4
it 2 4F Mayo 43 % 58 T 3 1 B 4B A3 52 47 1) TS fig
1B Sk AL E PBC BAF Y HE ] £ R 50 UE AR A 5T AL 4
TR, REIRIT I PBC B35 (68 i) 5 ML RAE R A,
1M UDCA JRYT H 3 (416 ) R 5E T F AL R8>, He32
UDCA JRIT IR E 2 RFEARM 19 MEHFEHH 6 M5k
P YIA 5, MR CXCL11 Fl CCL20 7K A v 2%
R ARE Y, ROC HI 2 T MIFL AT 35 0.91(95%C1:0.83 ~
0.91) , UDCA N2 I 1 R8I 335 1 1k PR =, 4 0 Ai
T 1 B AR R Y AL R F 1] REAE = S R BUR R AR E
FVER, HAE iR 3 A B 3 1 A AR 7 R R R
WoEE— N>

4 BEiyew

FT RO GER R KB & R T REEA
BRI, LA by 22 v D TS B K R, 2 s A AL O3
TP HLHITE PBC Hb 9 B B 3 B 7 22 T A 19 45
A B R VIR 5C BRI AR R W, T A B RS I BUR BE Sy
ARG, SULFEmE, BN Sl AT s HE 1S5k IR R
9 F R A A AUSINSE FR7E PBC 2 W MU 47
{6, 2 WA EA ) KU 73 J2 A 0T AREAR AU (9 PBC
E RO MIE IR T, 0 EL PR A8 A0 R AR e X
W 2 N BUAR L B W R ATE 5 P, (A AT DAk 28 3530 R 9
WHgErhikas . MEIRF RS UK-PBC AT BASL R BF & 1 9T 43
RG] T B A T X R AT KR 2 R TS PEAG
WA EINAEE , EAh AL 27 ) Tl 22 0 28 25 07 1 1 B
UL R — 54 o IS AR ) v 1, K 6 g AL A 0 A Y
K8 T RAS B, IR I AR PBC B
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