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Abstract
AIM: To analyze the clinical and pathological characte-

ristics of both primary biliary cirrhosis (PBC) and auto-
immune cholangitis (AIC), and to explore their associ-
ations with HLA-DRB1 alleles in Han Chinese.

METHODS: Of 94 patients diagnosed with PBC, 12 cases
of AIC and 9 cases of overlap syndrome of PBC and au-
toimmune hepatitis (AIH) were identified. The clinical
manifestations and pathological changes exhibited in the
liver biopsies from AIC, pure PBC and overlap syndrome
were comparatively analyzed. The frequencies of HLA-
DRB1 alleles were determined in AIC and PBC patients
and healthy controls by polymerase chain reaction with
sequence specific primers.

RESULTS: The age, sex, clinical manifestations,
bio-chemical markers and histological findings were
not significantly different between the AIC and pure
PBC patients. However, the score for AIH and the

positive rate of serum antinuclear antibody and/or
smooth muscle antibody were higher in patients (8.8+
0.9 vs 4.620.8, f = 17.45, P <0.01; 84.6% vs 22.2%,
x* = 17.003 9, P <0.01). The serum levels of alanine
aminotransferase (ALT), aspartate transaminase (AST)
and immunoglobulin G in AIC patients were markedly
lower than those in the overlap syndrome patients (¢
= 3.44, P <0.01; ¢t = 2.83, P <0.01; £ = 2.18, P <0.05).
Higher allele frequency of HLA-DRB1*08 was found
in pure PBC patients, versus controls (9.7% vs 3.3%,
RR = 4.42, P <0.05), and the allele frequency of HLA-
DRB1*08 tended to increase in pure PBC patients.

CONCLUSION: Except the pretreatment score for AlH
and the types of immunoserological marker, there were
no differences between AIC and pure PBC. AIC may
only be a variant pattern of PBC, rather than a separate
disease.
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BHEY: 2T R A AT AR AC(PBC) A2 A & % 0% 1t
feig X (AIC) B H G R AL, MR IRIL FHIER
5 HLA-DRBI15 4% 5k R ¢ 48 % .

Fik: RS HPBCE£944], ik H134/AIC, 9
BIPBCA= 8 & %5 I X (ATH) £ & 42 4 42(PBC/ATH
F R LAE), HHTAIC. PBC/AIHE & 43 A 4EFn 45
PBC & &t s Jk R IAe AT L1 2% B S 4 42, KA A5
bk % B B4% B R (PCR-SSP)#t4THLA-DRB15 1%
AR 5 HF.

LER: AICA L 4PBCILER, 58, A, AR
TR REF ERER =4, 2R AICEF &7
AIH#%5(8.840.9 vs 4.6+0.8, £ = 17.45, P<0.01) .

ANAF=/RSMATA P F(84.6% vs 22.2%, 3 =
17.003 9, P<0.01)8 2 & T H#£4PBC. AICE # f ik



(RS, 5 RREB TR SE SRR BEXMIBRIEAIHLA-DRBIFSIIER DT 2451

ALT. AST. 1gG¥ R/& TPBC/AITHE & 4442 %
#. PBC# & #9HLA-DRBI*08 2 [F 97 F pbfik i 5t B8 410
#) %32 %(9.7% vs 3.3%, RR = 4.42, P<0.05), Wt
AICE A ¥ 3 ey AL 4.

28 AICTHRALEPBCH — A T FH X, + H X%
PBC#j & % 5 HLA-DR8#48 %

XEE: FAEML; BRI BFR; BB REN; HER ES
SAfE

RS, KRTl, MER, Kf. RREBAMFECSEE2EM
BEXNIGKFFEFHLA-DRBIZFMUERDH. BRENBHRE
2005;13(20):2450-2454
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JsUR PERRY P4t (primary biliary cirrhosis, PBC)
J& — P02 PR T P9 IR U R R 0, AR B A AR T
I HEAT PR AR e R IEAE 8, I3 T 2 b R T Ak
(anti-mitochondrial antibody, AMA)& HirEMEHT
PRUSL IR WORTAG 36 (U Rp NBE R, AR 2050 o o
TH % E PHL A-DR8HUR ZPB C oy B 1) 32 1k
SE R, A 5 A LR JEHL A-DPBI1*0301 f1
HLA-DQB1*0402"%. Sk B} ZMPBCHE# LA
[] 1l (5 A b 26 10 B i A A R TR, (R R AR T
HLA-DQA1*10501 DQB1*10201". #15-8%PBC i
HRMAMAYIME, W9 F iz bifk(anti-nuclear
antibody, ANA)HI/EEHT 15 JJLHT1£(anti-smooth muscle
antibody, SMA)PHE. FLARMERRIL,  f A4 F0HE
LRI IR XE S5 AMAPHPEPBCHI X 51, #Fx K
5 a2 MEH AT 4 (autoimmune cholangitis, AIC)™"". Rk
FIMAMAWIPEPBCHEFH AT W7 ) & ITHLA-DRBIA!
HLA-DQBIZEA7 I HM. FRAi X945l R 2 Wi hPBC
() BT IR BT A 5T, RIRATC 1345, PBCHIH &
B P % (autoimmune hepatitis, AIH)H & 2551
(PBC/ATHE B ZEG1E), XTAIC. PBC/ATHHE &5
BAE S AP B C B8 1 i R I H 20 200 327 R A1k
AT LUER, FERHIP S S EPCRY 197 (PCR-SSP)
STAMARHERIAMARA EPBC i FUHL A-DRBIS5A.
FERIEAT 0 M, DARGS P [H DURPB C 5 ATCH Il R 3%
L LU0 B2 s R 1 S 2

1 MRRSE

1.1 A VG EEEEBE AR 2R N R BE1993-01/2005-01
2 PBCHIAE R 59449, ~FIyHFE51.9+7.2%8, ik
FE3.442.2 a, BWIIRFA 36 E 6 24 2 20004F K &
(2 WiarE". AICHIZWiksUES | A Czaja et al™HH

(bRUE: (1)ANAF/SSM A BH A/ al i P F sk 28 11 1
JiE s (2) LA HEY TSR R 40 P 45 45 1) 2 0 A0 27 R (1)
PR i Q)R IGIERMAMARIYE; (4)BRIME
PSRRIy AR BT, R, 2181998
SEE B B B G MR 28 N BT B IR PR 2 I bR v
Fitor 2850, X AMARH T IPBC B I IR VA T /T
HEATVESY, Mt BAT ATHRFIE P BC L, IR
ZWiIPBC/ATHE S5 1E. Z9W0iR 97 I 1B R H 2k

MiEHL ZRRE EH . ALT<IEWER21%. ALP
<VRIT AT KFI50% A 2%, 524 JE2. DL1300-
1601-3GHHL 5 1) A EE I [ BR S A F], 5553 5
FA1300-1005-2(FFIE 538562, ANA. SMA. AMA.

PL-LKMI)FIFAI201-1005-1CKL41 B & 3€ 50 1). BTFAF DS
FE o0 2 PEHE P-2.40 it A0 S Ff 25 2L (A% A R0 LA 21,
KB B RE ALY MK D) Ve .

1.2 77k (MR 9 EA NS P ANA. SMA,

AMA. Ji-LKM1. ANCA, XA # A & 5Ew e
AR(biochipmosa)¥fiy 7 41 L F1ZH 2L (R 6 Fh U1 Jv 41 &
J— NN X . 4 CHRAES . R gL @ 100
Fike, HASA M E 30 min; AR GBI EE
(FITCO)ARiC PR LE 430 min; Ve FHHJFRNE
ETX TR~ F S AR N O I TR R o S
Joy MEFRERE>1 0 10024 BH k. 40 i 2 58 5 14
VERLFE S LR IEAAH A, MySFBEREL © 1024 BH A
. Gy ENEEER IIAMA-M2, $i-LKMI, $i-LC1, #i
SSLA/LP:KAu45AMA-M2, LKM1, LC1, SLA/LP
EIN IR SR S £ S AR L e R i 7 N
IS min, AR BAFRIIMEL © 101FRE, S
KPR 4 P E 30 min; 7840 YEIE 5 I N Bl A
WP ANIgGIFHE30 min; 784 VEE S ANBT/BCIP &
., LETREIERMN. RSN A 48 bRk 4
W, HE4 R, PCR-SSPL#{THLA-DRBI1;
T AP CR AR 5 A 45 2-4 55 407 o DR Bl 21 o e
51, WSHESIRKE A1/5. PCRIEA (13 pL)
A4 DNA(100 ng). PCRZEM (50 mmol/L
KCI+1.5 mmol/L MgC1,+10 mmol/L Tris-C1, pH 8.3,
10 mg/LIIfK). 200 pmol/LfJANTP, 1 pmol/L DRBI
SEAIER G, 0.2 umol/L AmpliTaqgfif(LL1 X PCR
ZEPMWL  TORRRE, nEKAEY TREA R Bl A
7). PCRY #47EGeneAmp PCR System 9600(Perkin-
Elmer Cetus Instruments) ' #E4T. DNA#$ 1304
IR, BF—fEFRH94°C 20 s« 65°C 50 sHI72°C 20 s
YLE. PCRfY)MIATAE S A5l T IR W e fie vl Uk %8
SE. INEEAERI(300 mL/LH i, 0y i fn — 2k
Pet)2.5 nLJa, PCRIMNIRAWINE LR L5 YLt
(0.5 mg/L)I10 g/LIEla B e e b i e L, LA
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7-8 V/emMH KL ¥K25-30 min. fE4ME T B, I 2 £

B AL S, BLIS AJ7 K6 I 4 30 i v 140 25 4 ¢
JebR(FI-HAV IgM, HBsAg, $i-HBs, HBeAg, i
-HBe, Ji-HBc, $i-HCV IgMAllgG, $i-HEV IgMAll
1gG%). BH SIS MTHIERAR, W& A8 A5 7
40 g/LH RS 52, A, PIrMHESE, Bkt
. MRfnIshak er a™' B HIARUE AT AL LR 9E0E 53 1
T LT LEAG Sy Wy, IR 45 G IRIR IR 5 ATHE 7 &
GEUEAT T R 2 SV BE 2 K YA TT I ATH 45

Biit 2 hbFR CRUSPSS 1008 4F k4T 48 it 2%
AbEE, bR 2 o b, v BB R T A
%:. HLA-DRBI1#JE R AR A #0507, HLA-
DRBI1ERAR = B R BUFE A S X 2. & 4100
HLA-DRB 1 PRI () Lo R o A 30 5 Yate B2 1E
5. H 6 R (RR) 1% Wool £24 3115

EPBCEF 94, MIEAMAYIME 136, BFH
AICiZWbrtE, 55141, Zc124, PR R51.9+£7.2
%; PBC/ATHHE & LA 1E B #96), “FHFIk48.1 £
6.1%, 514, Zc8fl. HRAiPBCHEE LI, AICHE
RS PERL OREE . IEIREEAR . fEARIE B B Rk
PEB LB 22 R gt % 5 L. AICHPBC/ATH
WSGEAMREMBEALT. AST. IgGLL#, #5H1
H G225 L (E 5 ) 0y 3.44, 2.83, 2.18; P4
$<0.01, <0.01, <0.05). AICHEZ M 4iPBCHEH
fEGGT, ALP, ALT, AST, IgG, IgM%5 )i % 531
Giit2fm . AICEFIMEANAF/ S SMARHPE 114
(84.6%), H4iPBCHEH1141(22.2%), W& BFH
F (> = 17.003 9, P<0.01, F1). JAI7 ATAIHIISrAIC
B h8.8+0.9, H4iPBCH#4.610.8, PBC/AIHE

#&1 AC. PBC/AHEBZRSIEARAPBCEE BV EIELLH (mean + SD)

yaps| n ALT (nkat/L) AST (nkat/L) GGT (nkat/L) ALP (nkat/L) IgG (g/L) lgM (g/L)
PBC/AIH 9 3829.1+1878.7° 3434.0+14403° 8853.4+2447.2 8031.6+3042.3 223+3.7° 53+1.0
AlC 13 1808.7 +695.1 1825.4 +996.9 8466.7+2945.6 8665.1+2680.5 17.8+3.1 47+1.0
BAPBC 72 1892.0+831.8 1942.1+8735 8890.1+4275.9 9176.8+3902.4 175+25 48+13

°,P<0.01 vs EB4EPBCAJAIC.

BLEAMIEAN11.2420.6, AICHEH T HAiPBCHEA (¢
= 17.45, P<0.01), fK FPBC/ATHE B4 AME B EH (¢ =
6.93, P<0.01), ZrA gt #E . AICEEH 20
JYRTAIHT> =104y, AMAFYEPBCHE M, M
T3 25 5 (= 0.026 8, P>0.05).

2.1 AFLARIRIL S AICE A ERT AL JRE 0 Foit 4y
AR ATH U 73 454805 U710, W] 24K T PBC/ATHE
BLEOEER, AICH P 4iPBCLUES, 7ENFA R NE S
Pt o A4t Wik o R A 2 ATHUE 73 1) 2 7
Gt L(R2).

R 2 AIC . PBC/AHEBLLRSIEFSLAPBCEZ RED RO HRAHT
SEEES (mean = SD)

yaris| n SAENP  FEDE  FHERRSFAHTD
PBC/AIH 9 6.3+1.4° 3108 0.6+0.7°
AIC 13 32+13% 23x09° -0.8+0.9°
EBLIPBC 72 30+£16 2209 ~1.1+0.9

°P<0.01 vs BB4IPBC; “P<0.05, ?<0.01 vs PBC/AIHESSRSIE.

2.2 HLA-DRBI14# LPIPCR-SSPHE4TJHLA-DRBI1%}
RIFL W], DRBI*08(Zw G HL A-DRSHTJF ) I I [K] 45 %
TEPBC R 41(9.7%) 5 A FEXT R 4H(3.3%) 2 & 1 =
(P<0.05, RR = 4.42), K WIHABZEA BN H5PBCAH W #
HIZetE; PBCEE TP IDRBI*08HATIC & Hh A3 10
P H(R3).

3 EPUPBC, AICFIIEE AZEHLA-DRBIZEMIERNIDH

ey HLA-DRB1Z{{E RBIHIME

EAE 01 03 04 07 08 09 10 11 12 13 14 15 16
PBC 174 17 21 36 30 22° 1 210 1 13 3 12 2
AIC 260 3 3 4 4 0 1 0 1 1 2 0 3 1
TFEWR 120 12 13 22 16 4 1 2 9 2 11 3 15 2

papE|

P =0.03, y’= 4.42 vs [FEWR.

2.3 K5 Bos sy B ATCHE TR 110K #E 2544
RHER VAT, 250 mg, 37k/d, 1 ala 5 30741(63.7%);
HAiPBCHE 7200, 1341 Jc1)7, H 45901
BIR e LR VAT, 250 mg, 3WKk/d, 1 alif]
RAas1(76.3%), PIALIANGYT ROR T 2 R (=
0.254 6, P>0.05). FEV L FET, ATCHEFH A 14
ANABAPELER V10 mofE A5 AMA KX AN ABHTE.
FATPBCHUE A 3BILERE VT 553, 12, 23 mo AMA#%
B, o247 m] £ H ANA R/ SMA.

3 e
BATN94BIPB C 135 Hh i 1 tH ATC13441(13.8%)
PBC/AIHTE B £ 5 1E9%1(9.6%), KK IMPBCHPSC
(K H BB, PBCHEAMAMAFPRYEZR 486.2%, 1k
T3CHRHRIE. ATC/EPBCELATHIF 2, 38 2 P 4 1
TS BT RS A 4y 221", Lacerda et a/™
M S9745 1 R 0955 HEL 12 K g PB C 1) S35 rh 43 35
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BIAMAB] I B FIAMARH M B8 AL LA, TBig M
AR AEAEUREE EASAREIX 70 3, WMOAhATCE
PBCI{—MH. Czaja et al*" %1626k IR IE W A |
B H 5 e MR 0 R HATHUE 73wt R
P54 ATC I PR FN 3 BEAY i3, UL ALCH] A I 2 A
PBCHIATHIIGRFEAE, RN —FMES. TAIM
Gy N 1 NI 1R X v R kA T R L (Tl o N AR
AICHIH4EPBC, HAICEFIGITHTAIHIT 7. ANAF!
/ERSMABHPER I & T H4iPBC; XfAICHPBC/AIH
WS MERATH R, AICIILEALT. AST. IgG/K
P B TPBC/AIHE R LZEAIE. XIE/RAICH R
PBC/AIHE SLEAMENIALIN B AMAMHPESAMAR
PEMIPBC B IR b e Ik IR S Sl 2 S (M2
FUR) AR SR AIC S PBCIAH T &R 202 A
J7 75 B, RIHUDCARTT K AICHBIA L, 5
B S B B VE 7 ATHAS [P, 33 S A Ui A [ 5 s
PB4 L ATHEE I {1 T PBC.

ANK A PR (HL AR I 5 2 N %
WAL RS, A ARG SR R TR AR A
WK HE R B 0 25 ok R b R 4 AR FH P O R
T0Z M SHLAM Z WAL, Kb X2HAH
Ga e MR 5 1T B HL ASERA 5P, R PCR-SSP
EXTHLA-DRBUFFAT 20 #7, 31 ILDRBI*08( 4 bt
DR8)FEK B AEPBC IR 19.7%, 1M 1E filt FE xS HE 4l
H3.3%, 5 EVEZE R @P<0.05, RR = 4.42), $#¢/~"DRS
AH Y. [R5 3 R e B URPBCIM fE R TR 22 iX 50k
ERSFUPN LT e X sk (Y LR ES P N s
W A5 2985%P B C i S5 HL A-DR8AH N 1) 554 J [A]
ToRBE LEERARES, PBCREEAHLA-DRB1*0801
HLA-DQBI*0402 5% AU AE EBIACF#52, IX480R
HEM (¥ PB C 5y I A5 A7 HE R o] g A2 TT UM H CIX 3
() —Fp, MARHLAZG FA S, RHAFL R IREE L
Y B i PB COCHRIE R FDRE A7 . HL AL [RIFH /K
LA GRS TR AE P B C A i 2 v v g B ph i3 b5 LAt
AR PEIR KB R R B R R FEAE R FRATTR IR, 13491
AICEH H = AMABH T PBC £ Al 5 U HLA-DRBI*08
SEAL RN X AT RE S BT IR ATCHR B EIOK /s 4
A HE IR 50 E, ATCE—F T i B 5 s ki
. SR, BR T VAIT ATATHRAY M H 5 Pk A
[F4h, AICHIH2iPBCAEIGIKR I 2205 2L RIVE
JYREIE B ZE RGO E . Fi, JATIANALC
A AEZAMABHEPBCH — M e X, ik —FiA
A . & T A HLA-DRS A fE K /EPBCIK)—Ff
T, AR A R 1545 ) SRR 2%
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