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Abstract

Primary Biliary Cholangitis (PBC) and Autoimmune Hepatitis (AIH) Overlap Syndrome (0S) is a com-
plex subtype of autoimmune liver disease characterized by the concurrent presentation of both con-
ditions. The currently widely adopted Paris Criteria impose stringent biochemical and histological
thresholds (e.g., ALT =2 5 x ULN, IgG = 2 x ULN), relegating over 76% of patients with overlapping
features into a diagnostic “grey zone”. These patients often exhibit dual characteristics but with only
mild-to-moderate abnormalities, such as ALT at 2~4 x ULN, IgG at 1.2~1.9 x ULN, or Antimitochon-
drial Antibody (AMA) positivity with mild transaminase elevation yet lacking typical cholangitis.
Compared to the more lenient Zhang Criteria, the Paris Criteria are highly susceptible to underdi-
agnosis, leaving nearly half of the patients in an ambiguous space between the two standards. Man-
aging this “grey zone” population as having merely a single disease significantly increases their
risk of progression to liver cirrhosis and hepatic failure. This review systematically evaluates the
conceptual evolution and diagnostic limitations of PBC-AIH OS, with a specific focus on the clinical
identification of the “grey zone”, individualized therapeutic strategies, and future research direc-
tions. Ultimately, it aims to provide an evidence-based reference for early, precise clinical deci-
sion-making.
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1. 51§

H & 9% PE R (ATLD) A2 L N T I AP A AR sl AR A b 57 5300 A% O IR M RTS , EBLALEE ATH.
PBC K J5 R AEREALMEIHE 2 (PSC). PBC-AIH H &L A E & i i oo WL H &R 1] [2]. TiATIRF5L
PR, PBC RREURRZ NEE 10 71 A 1.91~40.2 6], AIH ER% KL% 10 1A 0.67~2.0 4,
T IAERAG TN 5%~8% [3]-[5]-

PBC LA AMA [Ht:. ALP & GGT FtEr A MG F4HHE, ZO8HUE A PDC-E2, Jk B E IRk MR
BRI NEFIE[6] [7]. ATH L ALT/AST EETHE . IgG #E . ANA/SMA FHE K A AT 4
% UHHIE, Hennes 25482 H1 BT AT 2y RG0S0 97%, BURE 88%) AR Mt T BAL IS Wk HE[8] [9]. 24
B TR AL P Rl R A AR I R 0] 25 fE B B SR S HE IS W[ 2] [10]. 28 S0 B B A2 75 M U T 0 S AR A7 A
e, ERSRHR 22 ORI ST T TR L 4l PBC B4l ATH FESE5005 1 £ v (48 5t 4 & 1iF (variant
syndrome) [10] [11], X—MAXF RGN E “KEMT” BH5 LA BERIGKE X [12]-[14].

2. REEATETE: M “HR” B “TRESM
2.1. SEtRERNRERE

RO S BB LG AL A E BN EZ, SFEARGIFARR B, 458X LR 1] [2].
Chazouilléres 55T 1998 Ef . Ja 285 ¥ i LA bR HEIH L AL B (E LB T2 Wilvatl, BONBLE R4

o
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EEEAN:

IERRAE[15]0 SR, EEEEARIEEAS BT _E 8 — bl feT A PO 75 12 R o JHC PS8 F) BB B AR RAIE. 1 A s RO S 18
ENFE IR PR SE B P ™ A TR 21 “ BRI —— R EAL T - s AR R BUAN S 1) J 3 B AR 12
WK T2 A, e A2 5 S o AL R HE 2 41Xk 3R R85, All-Chalabi 354 AR S ER 50X — B,
SR TR IPESE RPE[11]; HAOHHEAAE TR EHheiE, e T B 4Eu R, E 3 E
BEREIEM I PBC B ATH 2 [AIENASIELEE &, MARGZIIEAE . 8 XS Stoelinga £
BEVTEURE IR R AR, TR R AR A R, ARt R O AN T A
BLEAMERE, BRI ALE W27 EF AT AR E L E, FERES TMHEESHEH[16]. =
A R 5 IR AR AR E A BRI AE, P04 & S e B A . PRI DA I TS XURS 1P il ) £ 45 2 I i G
Az,

2.2. IRIBAEIEER

PBC 5 AIH 7E% Mot EAEAERC 46 Treg THREBLFE K Th17/Treg J< (8 PR BIp Hh 35 & 4 5 B4
P, T g A O R AT BRI I 0 G e i 52— D i NCE S M R AE[17]. HLA 8% 5 i 2 5 H
——PBC 5 HLA-DRS #2%, AIH 5 HLA-DR3/DR4 1%, #8405 S 4 & F 5 35 ] [ i 45757 3 Fob 5 B o
57, PORBEY BN ESRMIREIERZ —[18]. 4 AIH BEIEI LIRS MR, [Tk X AT
FAERL CK7 FEAE B R [ o R A T, 87 e o AR A e A7, AR B AR T ATH JHEE 5545145

3. SHIRIRS “REMHE” BIIEAKFHE
3.1. BRFENEHFAESRERMEREE

Gerussi “FWIHTE . 20 76%MImARIS W E B8R GI AR & EEbRHE12], MAETEARS, X7
IR, 5 E2bRHERI A 24%, Ui EREARHEAS BT _E A& — b Bl B A A TR I . Liu S5E0FFC R
WY, fEREEFE T, R ATH FE S BRI ES ST B &R m AR, SRR AR NI & R &
BEPERIZ W TE[19]. Zhang 5% 201 A ImPREE2 B RGN AT, 756 LRRMER LY 24%, 76
Zhang pR#EFE FiiE 70%, I 46%H B AL T PIRARAEZ IR “ Kttty 7 [14]0 XK EH IFARAL THHF-
A, TR AL T — i B AR Ik BRI 4 A A BRI (F 2 23 240 T CUORTE E R 1) SRR A « Al-Chalabi 25551 ,
A B e o 2 (8] A2 R R R BURME A, IR 2 S B MARR11]; Ao 45T B RO
o EEbRECREIRARR S, HAERZONAE 6T VT, Stoelinga [1FE U7 £df M IHIIESE T AL
EEARHE(EAT EBRFIEH A AN GBI A IR, TS 03 2 T RVEH SR T [16]. IXRW], BUTIZH#T
PRUES SEBRIATT 7 R AL S AT

3.2. MAEE “aitE” TR

3.2.1. FF&E PBC (Hepatitic PBC)

2R DL PBC JydEntl, [FIR LAV T 2, ALT F/EE 1gG A BT, {205 Rk B2 bR ATH
BIE[11] [16]o 2 15%~40%[] PBC & %] UDCA MZANH:, FHA T RIGEH AL ATH AR f R &
FHHJFKZ —[6]. GLOBE ¥/ (10 SE LB A/ C Giit1E 0.82)F1 UK-PBC ¥4 7] 4 2R 5 UDCA N2Z&F
AR fE B #[20]. Al-Chalabi 5548 i, HhS ST P4 UDCA A0 R Z 28 MAR, JE i IR REAK, 1) SRR
RE R T A PBC [11]; Stoelinga S8BT BHRUE L, ARSI T 28 & 2K finek 26 22 i3k Ji 9 Ak 22
JIFE£35[16]; Al-Chalabi 1 Wang %5 [\ 58 3L A4 0] — AN SCHREES 10 . X TR PBC, AR 480 “ L2 2 &
MEERLZ” FEWE T Re ST, JE T 8RB G @B s W DRl RS, SR ST M T 2805
21, M RBEINENAIT SR, AR IS R AR S fa bl B R ARUE B . I Wang 55
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(R T — 20 R I, BN e a7 A TR0 SORE, S 5 P A AR 4E A e — e RE R B R AR
21

3.2.2. BEFHRATREL ATH (Cholestatic ATH)

PRI LD ATH A, (HIEE L ALP/GGT BT+ T5 4 AMA P, ZHZ15 0] DL/ A 35 4 8%
AR D, (HALRE A DM A2 PBC 2 I bRUE[2] [22]. 2025 4F EASL 8 X IL LAY HEAT 1 L TSR,
FEUCTE S WA B A 110 2 £ b S 5 22 AR50 78 A b 5 DR B 73 BT 20 Sl B e SR (8] 2 ATHL B8 VAR HY
IR R TE RFAE I 2 BPTAR . CKT BHPET Tif bk & B A )iy, Risk— B 1FAE LAERR PBC 2L PSC
[22]. Zeng SE B FL IR E 16 5rRIA ATH BRI FHAER H PBC F7 53 MEPUAE(AMA. $T sp100. #T gp210)
BHEMISIRINT23]; Sohal N RS T AMA FHEEEAMAFT A PBC bafEix — Rk K 411218
FRAZ[2]. WAL, JLEAF DAY AIH 5 PSC K HE BRI H S e MR 2, ASC)JR A2 B 1) %5
AL, HH e AT K R N ZE[24]

3.3. MFEFSHFEEAFHEMIE

I7E 1gM/1gG M Tt im——IgM 3278 PBC ¥3l1, 1gG $E7~ ATH 35 8)——7E AN S5 51 o 5 A 4 Bh 46
AANME[1]: FT gp210 FUARFHTEALON PBC s, MK F5HSH RN AIH ESIER I — &
AHIEE[23]. FRIALIEERT RO SWIAZ AL BIE ALT BT ARk AR eI, i
RSB A FRD T 1 8 A7 2 F0IU 5 i 13 J8 R0 48 -5 B GV T U SR 1 B B AR [22] .l v IR A% e i B2 )
F ML R R MM EEH (B2 22, PR PSR T 5l N E B b #E AT VE 5 R 4G8 LL S A 2280 AR 1Y)
Kt E & . Ishak 425 TEBNTRAU(HALD RGO FETPENT 28 1™ AR BE AT 7748 1 0~4 7321k, 7EIRIR
SEEF, Y TR AT 41 Ishak FRITPE /M IA R 3 4rGEGMEIRAE, R < 50%M 11 X H)EL 4 73(R
F>50%0 118 X R B, A FF o A REh /B e, XRETEEI S E NImR LSRR AL T
T BRI . TATHG A FR 5> 22 G002 o B bR B 5 G PR /N (TATHG) il 28 (1), RKSs BRRRAE 3 Ak R B
RIS WA B (AL T 2 20, HEAEFIETE 1 40). 24 PBC &3 M BUEALIEFR I S BEhmE, Kom B
75 BB PUE. 1gG K TFEEFRIRGS &, s e EREHE I ATH RS, W4T+ 5 R 1 BUR R .
X TAN R I A B T 1 B 26 BB Al R 40 1) A, T R R FH B L IR (UDCA) SR 2GR YT« TR
PR SEAFAE 5 B ST M R 98, DT~ o 40 B T s DT P G e PRI . R, SERZ ) SOREVE B2 A 31
G AN TT (AW Ko R B A R R IR e ) () 25 0] 1 R » Zhang S51UFSE, R EVH R AAELE ST PENT %8,
AT B A 538 G B KA TG [14]. RS HERI L 206 BT R 125 A5 10 s 42 1) e 028 o7 -5 0 3k
b N =Y Nl RS v o

4. JRITREE: WBRZARES, NBEKBZIRESE
4.1. UDCA B AR FHR 14

UDCA & PBC —£kbrEIA7T, Takamura 2535 T 34 48 [0 B AIF 70 F 52 He 5 00 RSE B FH v] FARAR AP A4k,
KRR, BEKWITUE[25]. 281, XT PBC-AIH EESLZLAE, H4l UDCA X F i PR 4 (42 il B A
/B, 15%~40%M) PBC S NEAMME, mAMBAAEEE[6] [11][16]: XTI ATH, FRafifh i
R AR R G BR, KIATUSIRA AR [8]. H29i8I7 A KRR, BE TR 5I R TR
JE R HR 1] [11].

4.2. BRAIRTTTTROESR
UDCA k& G Al 77 (B2 57 5% [ W AR ) H i) 2 HERZ (07 %8 . Zhang SFIIRTFUIRAE 12
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EEEAN:

Al BRI “IR A" VEIFIEE: 7EAS Zhang FREEAFES ERARHER BT, BERBA T
HKIA AR S IO E B LR AR R A Y, T{I%EZ UDCA 255 AL, 13 vl sl A% 1 AR 2. 3
FFE[14][16]. Stoelinga 25K HIBE VT3 HABLSE 18] 16]; Komori ZF LR TR, IR A IR A fi e nz g
/& AIH SN —&iEs, HES VTS UDCA JHZ U MARA-JA[26]. Slooter %5 [ [E b
ATH {EMWT Rt — B R0, Rik 52 L2 (ALT/AST M 1gG B IEH )&, FFREALIE XS . T AR AR
RICTZ S TR B2y, i N DL e 22 i a7 BAR[27].

ERAR Sk B b, A SR 4 S EIE D, Ok 2025 4E EASL 48 R 422 N IR 4k B 1) — 2%
o AMEERE12]: N 225 W I T 1 i e I A 1 B AR IR 10T 8] 28]

4.3. BT MHREHIBNZSIATRIE

Al-Chalabi 252 H 0 A R S HEZR L. DL PBC RFIE N EHA AIH Wil %, SGJH50 UDCA, #5
3~6 > H B AN B R B s rp R SRR 4, LRSI NGB s DL ATH BAE 8 E AERE VTR R
DUIAE G2 0 5l BB UDCA [8][11] 3XF “BhaiRy7 NE T ML B o SR A4 AW L6 B 4E (e 22 3))
AL IR, {6 1 PR 25 0145 DA R 3 R B2 7 2€[10] [11]; Zhang S5 82 H i« B E 12 0% 52 Rl FE T,
S VR ST R A DA LT 1 T 8 RIS N BB VA T I8 SAIE[ 14] 0 25 A TP IX 2R SR S5 R B, BARSEIE R AR AN )
(—EMESNE L, —H M EHL ), HHEAGUZH 5 BES LA ERRTT ARSI T <y
fE29%” , TR T3 “ R B ELIRE) /7 AR UE & B & e M AT . XM TR AR 13
AUE, MIGRISEN “IRARERL” Fn) 13T AMEEY) 2 RAE RS AT il

5. TRISE TRASMB LY S RER
5.1. ZBIIEMAEIR

T LT e DA 2 TR H R )T SIS I BB 5%, 2026 4F R B RINF RS T B 58k % (TE)VZE PBC K
COIRHAR” BF N, DU IERE IR (LSM) 10.0~14.5 kPa b KU X [E] 1R 1) = /i ABE[29].
Gerber SFESE - 4EBI ) S 1 AR . FE RS Tk UG 55 2 P e BUEOTVETE ATH KRR R M o
YR R UF2 W R0RE , AT VR TSRS 4G 20N 72 [30]; Nawalerspanya 25 & B 21410 it 430 % 15 -5 1L /MR EL B (RPR)
16 BB LA AE AT AL T A R I B A, FIB-4 A1 APRI 78 HL A BIME31]. H AT TEEIE A R M=%
ITEEX OS FrFtEMZ R F IR . B ISR 24(TE. ARFI) 5 L& 24(RPR. FIB-4) T H& B .
0 A R 5 A PR R s 5, T o 0 5 B AR P AR A R AT o I PR R SRS S TS AR e — T A 45
B, MINEES “FAA8 - M3 - B = — ARG HE A PEIGUE L], CASRAMEREFE B M BRI RIRER A
5.2. BEMIREYMS B FRIE

2025 4F EASL 187 & IRFEHAE “ K kb 7 88 T IR 208 B A Wb AV BU i BEVE 2 RS K5 B
ZWiNME[8]. Eguchi ZESLIE CKI18 F B(M30)/K - 5 T4 42 RAEIE sh EE B A5, AT a0 M
ATH K HE B LA SOETEEN[32]; Li M AR S0 7R I PBC &3 2% AR 3 i B R e Moo, 42
AL A B DA I o TSR LR I AR AR B DAL BE[33] . AEECT R BRI, R TR FE S T AL i3
VP RGO RN A4t 0 B SORETE B S B A AT = FE nl SR I B Bh ik e EvEAL, AR AN L
FIE I AR Z[34]

53. FiBAYIRE
X FAEGIRTT BB AMER, OCA (POISEINI AL Ik 7] 2 35 3% UDCA NE A& PBC &1
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ALP JL i IHZLZ[35]; Elafibranor (PPAR-/AUE AN F)/E ELATIVE I #1358 S 7R UF A Rt 2 4 1k
[36], PIFNESE IR AL 7 ¥k 5i[6] [28]. Than SR EFR AIH W74 K2 ORI
R, FZERPEMIEIE AIH AT FREEEMGEM37]; JAK FHIFITEES B R r e m & i
P, ERGMIGRIUESET AR, A R5IE38].

6. MERESRKMARGE
6.1. SHETFRAERIZIT

BUAT B v R 5 1 EL B AR HE St A0 N ST VE T 58 7™ BORE P 7 4 IgM/IgG EUARL BT gp210 Hifk J2 LSM
B, HWEE LGN ISWNELL1] [12] [23] [29]s HrhRuE il 2 S8 A A% 7 i M [39].

6.2. BREREMEMR

H A1 2 BOE SRR T BUmMERE 78, UEHR A BR1] [14]; TATHG EBxEBEEMTE O R K2
HDERE, FERTEMIE U & R G IE AN R 1 FBLR AR [40], AR ST RAEN KT “ K kb ” R
AT BB E M 7E[13] [16].

6.3. S FHUIRET

Tang S5 IHF 7R Y] PBC B B W R 2 RFAEIEH, UDCA 97 el Sk, Son A4 AE
PRI B 5 R TT R T B AR TIEIE I [41]; RRES & 4 RNA P M2 4204, AN TR
T 7 P 2% v 1) 2 B PR SR AL A 28]

6.4. EfrigRELIRERE

EASL 5 AASLD fE B AN e X 2 WA G I7 #EFE 5 HAAEAE 43 8, AASLD2023 £ R A
PBC LR F5 5 EASL JREFERZ 2 Wibn ik AN 283G 7 #EFE I ML L 5t — D bl [42]; HHESh KL
FTE R B EPE A JER,  RZATaT B B B B A ARAT 45 [ 11] [12]

7. &g

PBC-AIH E& LR G 1L H & S Vi i & b s B2 Wi st i A . 54T R B e DRl vy B A 188
fSE 76% MR TE B B E BN “ IO, 25 S B 24 VAT K T I S 3 S v 118 P e AR P o X
[12][14][16]o MATEHE SCRFLL FAZ0JE N : © ¥ ESLEEMEMNESR I R AEFR[10][11]; @ LA
o B L5 (PP ) A% 0 Wi ikdE i LAILE 2248 bR A TG BIVEAl TR [14] [22][29]: @ XF “ Kot
7 B R AR R A AR TT RIS [8] [11]: @ TEALHE A F IR 4 &, To i A dehn 2t ik kxR,
YRR E 2 UDCA BEA S il FIasT[14] [16] [21]. FEE R ADAREY) . 7w T AR E 2
VIRIRRSERIL, AR 2 O RTRETERTE T8 10 TF A E R 297 SR MR R A, K B 2 AT ) 35 TE A
oy AMEACHIRSAEE EE[16] [28] [34].

g€ A=A
AL S AR B 0
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