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Abstract

Autoimmune liver diseases (AILDs) include
autoimmune hepatitis (AIH), primary biliary cir-
rhosis (PBC) and primary sclerosing cholangitis
(PSC). Overlap syndrome (OS) of AILD:s is a rel-
atively infrequent disease that has the combined
clinical, biochemical, serological, histological
and radiological features of AIH and PBC or
PSC, mainly comprising AIH-PBC and AIH-PSC
overlap syndromes. The AIH-PBC overlap syn-
drome is common in adults, while the AITH-PSC
overlap syndrome is predominantly found in
children. Overlap syndromes have a progressive
course and may finally lead to liver cirrhosis
and liver failure without treatment. High-dose
ursodeoxycholic acid (UDCA) combined with
immunosuppressive therapy with corticoste-
roids and/ or azathioprine (AZA) is usually used
in both AIH-PBC and AIH-PSC overlap syn-
dromes. At present, liver transplantation is the
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only option with known therapeutic benefit for
end-stage patients.

© 2014 Baishideng Publishing Group Co., Limited. All
rights reserved.

Key Words: Autoimmune liver diseases; Overlap
syndrome; Autoimmune hepatitis; Primary biliary
cirrhosis; Primary sclerosing cholangitis

Huang YQ. Current progress in research of overlap
syndrome of autoimmune liver diseases. Shijie Huaren
Xiaohua Zazhi 2014; 22(3): 301-309 URL: http://www.
wjgnet.com/1009-3079/22/301.asp DOI: http://dx.doi.
org/10.11569/ wcjd.v22.i3.301

fik 2

B & %)% A Jm(autoimmune liver disease,
AILD)&L 46 8 & % & W AT £ (autoimmune
hepatitis, AIH). /& & A= 7T M AT A2 4L (primary
biliary cirrhosis, PBC)#= /R K M A AL e &
¥ (primary sclerosing cholangitis, PSC). AILD
& & 4244 (overlap syndrome, OS)Z 45 &4
R B & A ATHAPBCSPSCH A & Ja 89 I K
FI., AW F, hiFEF, ABFURF
B F R IEe) —F AR AIKRE. AILD OS £
%4 AIH-PBC OS#»AIH-PSC OS. ## %
WTFRA, BH S LTILE. OSELBT, &
ST T RALSIT 8. 57 F kXA N2m
(ursodeoxycholic acid)5 % J& #74) 7] £ [ B
Fa/ R AR vZ A (azathioprine) R A% ) i 5 4K
A T %97 AIH-PBC OS#=AIH-PSC OS. H 4,
I A LA 06 7 A A HOS & 4 67k — A &
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KR B & REETR EREAL; B 5 SRR
FF58; RZ P RRIHERTRE AL, IR MERE AL PR R

Zo0IRR: B & 295 BT A (autoimmune liver
disease, AILD) L3 & & %5 HAT ¥ (autoimmune
hepatitis, AIH). /&AM A2 it AT KL (primary
biliary cirrhosis, PBC)& & & M & A1 e % £
(primary sclerosing cholangitis, PSC). AILD & & %4z

LEE R

B & S R T A
(autoimmune liver
disease, AILD)-%
—Fk i AT
AT IR A, L4
VART 2m e 33 45 A
ER RSN
AT K (autoim-
mune hepatitis,
ATH) VA & VA 2
AHE. ikt
A AW RA
lE9-R - W3 o &
(primary biliary
cirrhosis, PBC)#=
JR B R AL M e
& ¥ (primary scle-
rosing cholangitis,
PSC)3#t & %, 3F
S AILD & % &
B ATH 16 /R
o o 22 R LY )
B, & LA PBCHK
PSC# I K B 21
LR IR A AE, AR
ZAERE LI
(overlap syndrome,
0S), 122 L i
HFI, FFRAE
W8 & %M AT
KNI F].

W@ 5 LA
GHE, #IE, F
WX B,
I, FhHTLE
B AT % M A+
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H & & M 9 (autoimmune liver disease,
AILD)2 e/ I LU 451405 I Zhhe
WOREAER 4L B e R, s S
P T 78 (autoimmune hepatitis, ATH). J& &%
JHYTPERF 4L (primary biliary cirrhosis, PBC)#
JUR MR AL P A 48 (primary sclerosing cholan-
gitis, PSC)3FIi . oI R LIS 5, Kb
WA 10 R, A A 5 0 A0 D S e S e
LA (R B AE B 2E ALY, ATHE —Fh s/ 5
I RAEPEI, 2 KT ok, LG 2 M. A
G Pk e Bk 11 G(immunoglobulin G, 1gG)
Th i A RFAE, ZH 2095 BE 27 S P4 I R (interface
hepatitis)>*. PBCAE—Ff s A 5 (112 PE HH ¥ i
FAPEIH, & LT A Lok, DU i 8b fA bt
& (antimitochondrial antibody, AMA)F} & A 1= %2
FEAIE, 4120003 B2 27 7 18 1 PR 28 i 9k C20 4t 7 /)
R 921, PSCAL A —Fh G e A3 (118 P FE TR
R, DAUH N AMBAE 7RI R PR T 4E
s MRS B B As FARTE A 3 BRI, 41200
BN FOE “PEAUE T FEA 4D, R3F
9599 4 ) SUH- A B S v . T AR RIS RN,
77> AILDEE H AT ATHRURFHIE, [RII X475 PBC
BUPSCIR I R BERFAE, SRR H A B S L35
(overlap syndrome, OS)™*". OS85 A6 A0 4%
MEEHPSC. AMAFITEPBC. A 5 S A
A PEIRAE % (autoimmune sclerosing cholangitis,
ASC) M IgGAHFRAEALAE IH 4 28 (immunoglobulin
G4-related sclerosing cholangitis, 1gG4-SC)"”, J&
Fooe PO AN S1g G4 DA I, X 2 [
P T SR RRURR (R M PR I SORE g, L 32 Sy
TE A1 g GABH I 2% 20 Mo 20 2330 41 4k 4k 2 1A
FEVERR KR, BEAN, ATHE I R A PRIE
(systemic lupus erythematosus, SLE)™'"k & ¢ 1t
ALAE-22 K PENL A (systemic sclerosis-polymyo-
sitis, SS¢ PM)!"B i #k hOS, (H_ IR v AR ik
JRHE IR, OSIRISHEEL Rl ATL DARFAIF BRATH 5 HoAth
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WA AU Pk, AT 2 L, A
SCHLOSHIBEFT IR AR IA T

1 AIH-PBCEE4RS1IE(AIH-PBC OS)

1.1 #E4& AIH-PBC OS2 45 & 1 ] — I ) B uk,
9o Tt o [i] INF 5L 4% A THURITP B C R 935 14 13 K

M2 AW 2 DL L R SR AE G — o
RAS, HBE 2 Wibs vl BURTE W R An AL, thE
AR AL ATH-PBC OS5 & F
BT R N R SE ATHELPBC 1) A% S 1 & ATH A
PB I A& AL I R R I H A1 A7 3. 4
I, [ Br E 5 e M 98 4 (International Au-
toimmune Hepatitis Group, IATHG)#t_Fik 43 7]
U 2N R ar g M AILD(EPATH. PBC.

PSC)li oy &8 HAT PR 1) B R AIE, T
Weordh “OS” , (HHHT Mk Z ArHER] “OS”

M, FEARGLI 2 Wibs v L ekl e X, T
2 ATHINTATHGF 40 RG22 H T2 W
“OS” , HRRMARIE I H A2 LA, JF
KU T “OS” izl H i, & 53 IRV
) “OS” 77 B M FE 24U IH R (ursodeoxycholic
acid, UDCA)IB G e il AiG s 52 a8, Hitk
M T AESE TR, w0 e SO 2 Al
M TAIHGE Y, AILD R 3% HAR SR IE 232 N
AIH. PBC. PSCHU/MHEPSC, HA ESFHIE
JATLDAN N AR R AT 290, TATHGVE 5> RGEA
A7 2 B, HAT ATHESAE (I PBCAIPS C ik
T ARG, TR “0s” Kk
WA, 76T TR AR, ANT] REI A RTHE T
(PR VA 97 ik,

1.2 AATHRF AT F PORHE 7R, ATH-PBC OS
() L R 20 ATLD S 117%-13%, Zhao%5™)
() — T [l AT TR 2R, 14136 AILD 5
146114 AIH-PBC OS, H i % Z1410.33%, It
ghiw 5 ZHOM A S5 R AHE. (X ATH-PBC OSI)
Wik AR Y], B RMAE 4. Bonder
SNSRI, W% A bR HE, ATH-PBC OSIH) &
I RA K 1%, A7 BANFE £ ELELRRE, (A2 SR
VEIT 5 DA BT R 45 SR B B R T 2
W7 i ATH-PBC OS, JUJ 3G 2995 2 492.8%.

1.3 45 5 otk RMBHE AR 5 /E AIL DI A
Bl 4 Em 2 AIH. PBCZAIH-PBC OS
135 1% 5y Ik 1 5 A28 (1 4l i bt SR (human leu-
kocyte antigen, HLA)Z PJAH !, Geylami Giileg
U3 ATH R LFSGT RN, ATHZL A T 2%
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HLA{JfA24.9. A26. A32. B38. B51§ %  F(hepatitis B virus, HBV)™', EBJ #(Epstein- mzez}ﬁ
Zhao% 51464

B, HIIXHLAUFDRB1*04. DRB1*07.
DRBI*11. DRB1*15. DRB1*14. DRI11.5/]
A Al 3 TR R IR A, 1TATH
BHHLA-A24.9. A26. A32FIDRBI1*15%1])
%, 2R ATHN] 5 HLA- A26. B51. B38 &
DRBI1*11 & ZAHK"™, InvernizziZg" %6761
HARAMPBCHEA MR IR, HLA-DRB1H:A
(*08\ *11A1*14) LDPBIFEIN 5 PBCE VA,
UL 4518 5 Chow PO H ik 7 45 LA — 8. 1Y
Mm%%@é@ﬂ@ﬁa&ﬁﬁ%, RAEFAIH. PBC M
ATH-PBC OSHL T3 5HLAZ IR 2 PIAH K,
H =5 2 A 2 0 22 R, XA B T4
IR E Y. Zepeda-GomezZE P R 2 4
PR AL AR IC AT T 206 ATH. 166IPBC A 104
ATH-PBC OS/HE# THLA-DREATFE, 45 8
~, PBCEEFHIWHLA-DR4. -DRIFIE BEm T
AIH-PBC OSHEF#H (415 0P = 0.01, P = 0.004),
{H3Z FTHL A-DRS A4 34 W 5K T (i B o) HEL 4.
Coss Adame®5™%} 264 ATHAI1 54| AIH-PBC OS
A WHLAR ORI, 5@ Hex LA B, ATH
HHHLA-DRI/DR3SFR B E 140, MHLA-
DR8I 7 2 P, (HATH-PBC OS&E# (1 L
TR BE PRI H 5 0 ALK f 3 2 . AR, ATH-
PBC OS & # [JHLA-DR7Hi R 4 2. 2% & T ATH
(P =0.02)*". Ak, HLA-DR74 B J*AIH-PBC
OS5 ATH ) % 52,
1.4 B &3tk ATH-PBC OSHIRY) R HLEIA
A, BRHLAM UL 5 KR 46, s i i+
Sy EEE CAESZAIH-PBC OS5 M S Hiiha
KB i PifA(antinuclear antibody, ANA).
Prek ki A priA(anti-mitochondrial antibody,
AMA). $U NPT (smooth muscle antibody,
SMA). FiH B kLA (anti-liver-kidney
microsomal antibody, LKM). {HZhao " IHJF57 &
L, 14661 ATH-PBC OS&E#H, 1L 14%ISMAFH
P, $ERSMAXTATH-PBC OSIHi2 Wit LHL .
Himoto5 2% 40 ATH. 41%IPBC. 5#IPSC %8
| ATH-PBC OS &3 HIpS3 TR K 8L, 50%IH)
AIH-PBC OSH# M 15%[HATH R p53 AR
PE, MiN2.4% M PBCHL A pS3HLR APk, HAES
BIPSC 34 WoRpS3PuARBIPE. LA A H,
pS3PifASATH-PBC OSK A% Y], LLkthn] 5
IL7I"13AILD”' .
5 BF B % ATH-PBC OSHI Rl fig &5 AT

ﬁé%ﬁﬁ(hepatitis A virus, HAV)?' Z AT 4895
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Barr virus, EBV)™,  FL41 ffdi% ¥ (cytomegalovi-
rus, CMV) 2 [{ KA 56, Toyoda-Akuis i iE
145163 % {1 & PEATH-PBC OSHi#, HisCMV
R 4t R pH M, $2RCM VSTl fE 5 ATH-PBC
OSH 5. B4k, KaechZ: AR L1 4A 40k [G A7
TR AK(Coxiella burnetii)#45] & AIH-PBC
OS 141

1.6 5 3E /B A5 RS i AT % (nonalcoholic steato-
hepatitis, NASH)#) % 2 NASH/Z LU 41 g3
Rev BRWIASTE . ABRPEAS . RVEINFE 4T ik
TE 14 R AIE TR 98 BIOIR S, 5 L T2 BB PR
e G I R A Jre b BT ﬁﬁLmT, NASH
171E B B B R AE, (R SO AN 28128, B,
[ZSJXJ5415JNASH$%EJMHJ“U,
48%(26/54)[FINASHE HANABKAMARH 1, H.
JFIEAH R 2% BoR G ATHFIPBCE S E R, #5 2,
48%MINASHE #47AIH-PBC OS, 51K H S %
FEMINASHE# W5 &KL, ATH-PBC OS&+#
FERER(60% £10% vs 508 £16%). LM%
W(81% vs 43%), H.ITHE X RAE R hy M,
FERNASHP 18V 2 E 7] 8 2 5 AIH-PBC OSH]
FEBCHEUB L], Hr]RE AR A R

1.7 W& & 4F4E ATH-PBC OS3ift L ATHFIPBCH Il
PREFAE, W RO RE . By, R, #5E,
= AR, MISANA. AMAPIYE, (i mbk
TR M (alkaline phosphatase, ALP). y-7%Z W5
JIKE§(gamma glutamyl transpeptidase, y-GT). st
JHZT % (total bilirubin, TBil)AI1gG &2 Tt
Katsushima%5>'%PBC 2 AIH-PBC OS i # 41
I A% 41 fgmicro-RNAs(miRNAs) R 1A it 43 Hr
K, miR-299-5pK ik HIMFALP. y-GT. TBil
JIgMK- 2 AH G, $7RnmiRN A s ik
Al RES R AL 5. 1EAb, Katsushimag:®”
e — T g b R B, ATH-PBC OSHF 1gG
FIgM8 Tt m, JCLAUG# W 2. Zhao5 %t
1465 ATH-PBC OSHFFTIESE, 41.57%H) &3 I
HIgM BT, MIgGTH a1 19.10%, 7
NIgMA[/E  ATH-PBC OS5 %2 ifiL 375 2 Fe b
4 EIRAFHESN, ATH-PBC OSH & 31 Hidth 1 5 4
PRSI, AIG R R I N 5%, 2 s A
AP, Efe5CUxT 7141 ATH-PBC OSHFSY & B, 31
1911(43.6%) & IF A B 5 S vy, s A &
Ho g5 Pk HOR IR (13491, 18.3%) T HRLRGAE
(641, 8.4%) FLEEVS(3HI, 4.2%) HJE (34,
4.2%)~ FAERHERTT RGH, 4.2%) HIBRQR

Tsuneyama%s

AIH-PBC OS &%
a0E R A,
B 4§ F AR RO R
o B Ay AR AT
T o R A TR
, AILD OS &

%ﬁﬁm/a # P

7 LA (smooth
muscle antibody,
SMA) '8 H & 4K
ZIgM e b & &
BAEAE, LR Y
VAAEOS & fn ik
SMA e M % & &
IgGla ke & ek
EARE.
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X AR . st HES S AL " N s
ek gy BRI, PORIESAG A, W FAIHA B L AMARIHEATH-PBC OS
AILDF 565 LR MR, BV NER I & . 450 5 B, PORECKFERRIUDCA MK & 1697 7%,

) E FRALE L Is
A AR, W R
WY 7 A R AT
BRI, MR
& H AR
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GEPERIARAE . BN K 2 % 181 (5 ) i 1.4%). $2
IR R H B PEPR 5 ATH-PBC OSAi K.
I, 3@ 243 % ATH-PBC OSHF H 5 S i M
T I AT VO 2 BT BT, KorkmazZgP?
i1 1495 FF EvansZx G4 1) %7 WLAIH-PBC OSHi
B, JLEBERIAEZ . WLATE. KT, R
FRSE, M3 2E AT BRI D i . S, i
IR . ANA K AMA-M2PBH . M3 F Ry
TECL R a5 L, 1% B2 ATH-PBC
OS. H & S MR ML PE T i J 15 5 Ho e P i /)y
HRIF D P BRI (5 & I AL FR N EvansZi51E),
LRI Je TUD C AR & Y67, SER IR 22 .
AN, Aksoy ARG 1414 I 1198 XUFI B A
PR BR 4% () ATH-PBC OS¥i 1.

1.8 4 Wi AR A #9784 TAIHG T 1999415 1T [ AIH
ZWITE S RG(E RS WARAE), DI T8 8
DATE I PR S B A Thi4E . DAk, TATH G $
H T —AMUE S 4 VE 5 I H A THE A2 v
Iy RS, AHIXPIRIPE > RGBS W v AR 4
W Kuiperf ML EAARUEXH U HEATH. PBC
S ATH-PBC OSTEMN 1344 ATL D &35 1) — il
[l PR SR I, EAAREIZ BT ATH-PBC OSHY
U R S 23 1 92% F197 %, THTATHGHT
(I ATHVE 73 ZR 40 R RSO RIS S M B0 AH 4.
AT, FH BRI WhsHERIAATH-PBC OS
FAT v FEE (R U PR ARy Sk, 1 T A PSR ATH DT
S RGIGRNE A Y). MiNeuhauser:D
DUBThiR ATH & A2 Wi oE 4 2R 4 ATH-PBC OS
20 T EL 6 368451 ATLD £ 35 [ i P AifF 52 A B, LA
19994EATHE T 2 Wi (143 41)(12%) ATH-PBC
OSEF#, & AACRRbRHEL A23111(6%), H )5 & JH
oA BT A 2 B iy, BRI AL RA TH VR
Iy ZGANAT BT ATH-PBC OS2 W fllilfi IR
PEAS, T H AT L ARE LT BFATH-PBC OS2 Wi
FriE.

1.9 &7 ATHRIZH a7 475 LA [F] 1 38 35 F /%
AZAN T, PBCIIH RHUDCARYY, XS T
ATH-PBC 0S4, BRUDCASN, & 7538 5 24
FFIFAIT AE AR BRI BRI 1k % 2
WraIT M EAE 7% A TATH-PBC OSHEi %
K, A RILAWIRYT, 164 M Z KIUBREHLA
0 R R0 AT FTIE PEAF ST, DRI AR e ) b e
Rl 203697 ATH-PBC OSHIZE A £ER. Ozaslan
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T ATHPE M AR L AMABH PE &, N 2e 8
FUDCA, WIJC A, I HI S B i 2 I8 3 %5
Y)W, Tanaka 5P WP 9T3E 52, fRifbIIATHIE >
FRGON T TIN5 2 [ 2 ¥R 9T I ATH-PBC OS
A AT R P . UDCAHERE A T 7 &
FFK13-15 mg/kg™. RATUDCAREKZEPBCIH it
&, B K ZHUE B ATUDCARAT 52 4 i, HIE
SEAN A, UDCAWASREIA @™, FF A
TCEE & R WIATL D B HME— A7 380897 T B,
R JG ST A7 R 80%, HA G 5k [] il
PR IR, BhanjisE W7 LI, OSHEEHFE
R ARG R R Al ATLD B W 85
1 53% ws 17%; 105F: 69% vs 29%, P = 0.001),
1 52 1R AR A I ) 1460 o il 5 4 (67 mo =
20 mo vs 172 mo £ 9 mo, P = 0.001), {HA=471
iR T

2 AH-PSCEZ4ZETIEAIH-PSC 0S)

2.1 #4& AIH-PSC OS5 i35 76 [F]— B ] Bk
9o Rt o ] IF LA ATHIRTP S C 5 R 9o 1147 16 IR
M P et AZ1FaGE4
FRAE K — R RS IR WL, 12 +4)
RIAE, X& AL H0m 4 35 & 2, e (13 43
BE A B T4 R (ulcerative colitis, UC)E,
i 2 U (Crohn's disease, CD), £ WLT- )L # 8
AAER D H T TCATH-PSC OS5 XbrHE,
IATHGIA N ATH-PSC OSA M 505, ANHE
FFIATHGVF/r RAIZW0S, #IUZAIH. PSCHY)
AR 349 2585 fRATH-PSC OS2 ™Y,

2.2 #ATHRF AIH-PBC OSIIRIBEMNK Z, M
ATH-PSC OS>, JUH I JLH ASCH A KR
St M J79% (inflammatory bowel disease, IBD)# !,
ATH-PSC OS5 R 4 it ATLDI)8%-17%'°,
Abdalian®%™58 i wg 3L YR PH Y 18 /% (magnetic
resonance cholangiography, MRC):l| T 794
ATH B IR BRI DL, FF 28 JH 3 A 20 20
AR, o 81 ATH-PSC OS, R4
F10%. Bk, Hunter2U 9@l 443845 i
IR ATHIE #, 175 MR CA 754 1)
T-ATH-PSC OSH IS W Je 4 mks 2%, mlg
MRC/E}AIH-PSC OSIHfifi & F B, Hibfy 24
INAATH-PSC OSH I H W] WAL T AIH-PBC
0S, ZhaoZ "% 141345 AILD 585 ) — 55 [ Jasi
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R IN, R ATH-PBC OS/EH miik 14661, (H 4, MRCAE A ATHE # 1] GE#E FE ATH-PSC OSI7) ; % Jﬁi—i .
W N e . N XF#HAILDE &
AIH-PSC OS85 £H 0 % it FB, AN, LR TERCP, B s sr 2 m b

2.3 I JR4FAE ATH-PSC OSHHLAIH K PSCIHIlf
IRFFAE, (B Z R bk, WA 1BD, EELIA
WEME. JE5Y . DREr. B R LA R IR R,
MHEALP. y-GTH &, IMiANA. SMA. LKM
J% A B b VR 48 i B K B4 (perinuclear
antineutrophil cytoplasmic antibodies, p-ANCA)
BHE, FFOGR S S S 4 A £T
YAk SR R RAE AR, S8 2 s I A 5 BR AT Bl
PR RE AR ASCHE HfE L ATHAIP S CHFAE )
OS, BIFTIE & 4T JLE K ATH-PSC 0S™Y, PSCill
R ORRHAE, /NI 82 B 5, (R
Olsson®5 "7 B 75, 266 ATH-PSC OSH &,
2 WLV T IR & % (endoscopic retrograde
cholangiopancreatography, ERCP). MRC & JH- 22
ZUG K, #1124 /NMBE R ATH-PSC OS & # 74
(27%), Bl W/NHE 2 BIFEF UL, ATH-PSC OS
RAETILE M & TR, B ERIBD,
S RUCH, B CDE FE N £iF, Larsen
VORI 1) [ I B AT CD ™ E /N IHAF AS CIY
102 995, L 30 R A M T R ik A« R
Mgt MIEYVS, MiEALT. y-GT MIgG/KFTt,
M3 SMA. p-ANCAPHM:, (HALPIEH, HidA:
RATHHIPSCIRAZIARFAE, 5 & A /NBE R &
PEV B9 2EVE AR R 980 Bk 4 24, MRC
I, s PSRN E W T4 i g5
WafE 4 CDIF M JRE M . Ak, Malik% ™
Wiz 11224 & ATH-PSC OSH ¥, T34E)5
NHBLIETS . IO EER, 4B A K
I A 45 o SOR Bl 5T 32 B I A 0E S50, A
JEE VS R 7 R R B s S A i AR T . R PERS
JEC T SR KB RG . B, T4
Sl g RE R VRN R Tl B K TR)
BEUROR 4535 s PEIBD B, 4l 2 Wi A CD.

2.4 W % k9 3F4E AIH-PSC OSH LIS K
THIIH PR 3, 6 Sl s IR R R ATHL R R
HIMRCii #5804 B T L2 W72, R/ il
M ATH-PSC OS# T34, Hunter 5 ™5t 118451
ATH B IRV AR e br AT i 1, ik e24
B JE TR A A ATH R 35, T8 3 6o L I AR 93 3 %
MR CHWFFE AR, U B IH 1245 ATH A 3 (50%)
WORAIPSCHHE, S22 W /0S5 X 4Lt
B, MTHR AL I AS TP = 0.012). TgMT}
B2 = 0.002), HZH#H#ATUC. HunterZ" A

(49

TR

Baishideng® WCJD | www.wjgnet.com

H[ Bk, FMRCIEH, NRAT AL SUR R LABR
Ah/NHAE R ATH-PSC OS.
2.5 % EZ A B02 WrbrAE A KA T i,
AIH-PSC OSHIAYT Z Y5 T AILDHJVAYT 7R 2 ul
2ot S [H A 71 2 25 (American Association
for the Study of Liver Diseases, AASLD)=E5K %}
ATH. PSCRHAAMEAIATT TR, 442
Wy, SRR PTG BRI AZ A, ATH-
PSC OSIIZiMiaTy —ERH Sl iz . 250
WO ZE . UDCASUPA N, (H7 3054 s,
UDCAZAY7 F ek IPSCIH FH 254, vl B¢
RE RN, iR = SR D™, At ik
JJATH-PSC OSHIEIEZ54). UDCARH MFI &
WA E 1, WK AR 10-30 mg/kg, (HITHEK
WHELE =R UDCAP. {HCulverZ™Wh\ N, /N,
S UD C ALY 2 N B, 1 ey 71 &
UDCA X IHI I E (KR . Malik S5t 1] £ &
CDI22% L YEATH-PSC OSHEH K H/MEILIA
I7 77 EIEE R I, A5 PSR e, 50 A s 4
(Budesonide)% K9 mg A7 G 81 CD, HIFTE
RERTCLE AR, I IhRERE— DGR, 5 F A Hh A 4l
FIAZA, N F I S 4L R 1~ (tumor necrosis factor,
TNF) L 551 Bl JIA A H 7t (adalimumab), 575 B ik
O, T DhReFeAriE T IR, (H4EFE6 mols, IR
5 W B A RER ST 8 K, P
% (methotrexate, MTX), IEV5 . MR8 I 22,
(B UG T T e, WU FH BT IR AR ST RIMTX,
L2 1V FH 6- 37 FE 4 (6-mercaptopurine, 6-MP)%E
K100 mgity7, B BTSRRI g M. thah, I
FH 2 Wy R I (mycophenolate mofetil) I H:
AIH, HHUDCAR Y7 PSCH | A P NH TR AR,
FIERCPERFEY 7K 5l I L 447 PSC R 3
EPAENH A, AL AT 24 AR IATH-PSC OS
BH MM 20877 T BEY). Bhanjiss % 54
AIH-PSC OSZEAWIT RN, EARILHEHIA
i R FATLD 530, {5 5 A7 %01
o 2

3 AH-SLEEEBLRETEIAIH-SLE OS)

ATH-SLE OS/2 ¥ 38 11 [F]— i 1] Be sl v [l
If HL 2 ATHRISLE B B IR AR AEL2E
G 2 DA S AL ER 2R AE () — R RS, (H
I SUFARBIATHGIA M, Efe%5 A SLEY
FATHES —F o B 5 S R, A

Bl RAFAE
YW B E T 6 R
it R AT T HF
Rk, A 8T im
RAASTAILD %
FHAT A ek —F
PNIR.

2014-01-28 | Volume 22 | Issue 3 |



306 ISSN 1009-3079 (print) ISSN 2219-2859 (online) HHFENEZE 201451H288 5225 3
m @ 74 AERRH A OS, IZ AL, N LEEP AT LS Iy R T RE A T E AE IR S B

AXHFRAERET
AILD OS# & #
BRI, AT
AAiV Ao iE 2+ AILD
OS#iNin, HE
Z0h % RN AL Fe
Y EER

(49

TEE
Jaishideng®

K. R ATHAISLEY N B & i thgm, H
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P 5B T ATH-SLE OS I & ML 7] i 5 Th
20 /TS P T A0 L (T-re gs) R) 52 2% 1) G 15 2K
i P, P SLEMSUR B, Hrlh i R%E
L, A L R A, TTANA. SMAH
AIPHYE, PRI S 5 ATHIRGE . SLEH 2 K H ik
BHE. Ma2 R4, IFHEE S HAb RG0F
11, H5SLEWEMEA O, TATHI LU 52 Bt
FOh F TR, FFAMS A R, (H Y ATH
FISLESCAE T [/ — B i, S8 50 461 55 s D45
TPk, Efe25 ) 14745 SLE H 2 fy [ Jisi 4 A
FURIN, 3641 M 2, A S LE& S T
(114 7%8 2 Wi W ATLD, /7 TR  # 119.4%,
72.3%HT I 5 A S TATHGIE 1T I ATHARYE,
11K R A bR U B ATHIU 4 66.7%, SR 11T, 1X 26 i
F AN 13.8% A 7 ATH IR G 45 5. RIS
W, AIHA] BE I T SLER G AL rh, (Bl T — 3%
(AR FRARL, N THTATHG Yy 22 GE AN Ak b
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ATHZ W, XTI S5 1 A SLE & Y. 5 it
JHE RS, DL, X T BEAF A& SLEZ Wbr it X [m] I}
AT ATHI AR BRI )51, AR A AIH-SLE
0S.

4 AIH-SSc PMEELREAIE(AIH-SSc PM OS)
AIH-SSc PM OSJE& i B35 75 [7] — B[R] B sl 7
]I L ATHAIS Sc PM PR R399 1A I PR
A s 2 DL R A SR AE 1R —
RAENPHIATHGIHEAA R e MY, Efes )
WALSSc PMA K ATHE & 1 —FTF4 A & G
PEZNG, MAEOS. SScit—H LBz AN N IE 4% &
YA TN 2R 40 10 3 O DA R i 2 S
b R EREAE 1Y) A G e R, PMOE —Fh
DO FRIENLIC J) . WL 40 R0V A E ZER I
H & e v, SSclPMIE S, Il RE I
SO, Pam fil 25 ey HGE T 1HIATH,
SSc PM i Il 98 I A7 T [5) — B8 35 (1993 441,
FFRH A ATH-SSc PM OS. MK H#5ANABHPE, I
BREE O S W T, AR S T A X S/ i
PR A0 R R R IRAE R AT AL, I RR A
REETEF A R BRIP40 5, %S
Wr A ATH, 2535 (KA J(prednisolone) FIAZA AT
JE AN, R RIS ™ o A T N, w2 Wk
B - SRR, W s A, I T
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JK, JET A A D aebEfG . N, SR
YYESHI NS STE 3 DT I g R AN S K
Mo IR/, ALT. AST. FLERJH & lE(lac-
tate dehydrogenase, LDH). WLFRBEIR I EF (cre-
atine phosphokinase, CPK). kK& #4110, ANA.
Ui NPTk (antiphospholipik antibodies, APA)FH
P, AL E R D B OB, ICT RS
it 96 58 B AT dEAb. WITERL s B VL. 1k
PR 1% (magnetic resonance imaging, MRI)T2-
IR R L 2w AR . 4 ik, b 7eis il
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WA ey, [ REHTEwEYT. 3 mo
Ja, BEMNI) . NFERG . R G
PAsEES ORISR

5 PBC-PSCEE4RGIE(PBC-PSC OS)
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FRGIR I IR« 235 S AR S R AR I — Ff gk
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fRIE 143 R PBC 1741 L EPBC-PSC OSTi
i, 1% 5 B A AR B2 I PR AE A REAE,
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AMA. SMA. LKM¥JIE, Mii51gG. IgA.
Tg M 34 70 1E a2 IHE PN i S 48
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W 4 53

6 PBC-IgG4-SCEELRGIE(PBC-IgG4-SC OS)
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LR IRA L RIUDC AL A 10T B s ). 2
HRIMTELZ . AMALZE TR, MiEIgG4
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TR BRAS, AR Ay ST BebE R A% . B4y

JIH A5 i 5% (endoscopic retrograde cholangiography,
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TSP TR B R, [ X IR R
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7 518
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R YEPERR ZEVE IR R INF, A4 7] 2% B AILD OS
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