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B I 57% FEFARFAIR A PBC &4 P, AR IAIIK
FbE PBC %% MND—-ANA R 4L 28%, LitF AR
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JR & PERA P A A#4L (primary biliary cirrhosis,
PBC) & — g IRIANI (M2 A EA T PR ARV R AR M B 5 Stk
JH99 » A1 2805 24255 LI N /D BB ) A B 2 E T 42
I 90% 1 PBC A8 4 a7 i mT th P LKL AR BT A (anti-
mitochondrial antibodies, AMA), JiTLA AMA /& PBC
) ML375 2712 Wb i T R ) e 9 k¥ (indirect
immunofluoresence, IF), PBC & HILWFIASE BT
Pk (antinuclear antibody, ANA) Z8yeie(n : £ 4%
M (multiple nuclear dots, MND) PUAZPUARFIRZ I
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YDA (nuclear envelope, NE), #IAKJE PBC
R S TR, L rh MND-ANA = TSR 0 9 4 R 2 1
Sp100 F1F 4R 4l i A MR PR (promyelocytic leu—
kemia antigen, PML). FRAIRHA IF Fl % BN 3253
(immunology blot, IB) il PBC &4 i MND-ANA FI
HU-Sp100 Bk, [FIN RS BIEXT 40 7 BTR ol 20 ku 41
BRI A B U, 2R A PT-Sp205T 4. A 3C s 45MND-
ANA FIHT -Sp100 HUAAAE 5 12 W R I AR B0 Hh 0 2 L
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B, BB, 4EE34-77 %, FH(54.5 £ 10.3)
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B, 52 IEH N, SR EE B HA TR IR BRE, BIET
JIT FH R L35 —20 °C ER A7 2 bRt : PBCZ % 20004 AASLD
CEE P2 2 Wik ™ (1) i otk i A5 AR v
TARAR AR TR 5 (2) 38 Ik 13 B A sl CT HE g L A AR 38 A Bl
A2 (3) I3 AMA 2 AMA-M2 V.28 B 4 ; (4) AMA B4k il
MHEAT FERE L2 2440 A, 735 & PBC s L 250 A8 . 18k 2 A
JFF 98 RS P P AL I RIS W 745 4 R i PR AE-2 Tl
SERRUE. THR 2 S AE R 2002 4ERRI - 26 H T 45 & 1E
FHZWibRAE™ [ 5 e PERT A2 Wi 2 FR bk (1 5 s AT
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B B JEE S TG I B 21 4 A0 s B IR 00 S IR /N it 21 4
R/ SR B SRBE ; IV 31 B s 41
1.2 7 ik
1201 20 A% oy s U BR A s 40 i RBE I N 41 i R4 A4,
V15 min, ZEIANM12 000 gBLZE2 min. 5
TORAE LIS RN A . LA 35454 °C S B 110 il 71 PMSF
ZAF T HRAE.
1.2.2 A4 % % aa B A BT 6 FLAR, iR 4 i
RBE, Fr#E4cfFR7F%. I H ) H PBS Phidk, 440 g/L £
W B =3 15 52 . PBS Pk, 5 g/L Triton PBS M
10 min. JAA 1 150 EFifds, 37°C 1 h. PBS ik,
TIN5 SRR UER 52 e AL BT A 1gG, 37°C W30 min
PBS #rst, v 5 9Ot WA T~ M A 45 L.
1.2.3 9% ¢pik sk 180 g/LSDS-PAGE Hiik 4> 25 RBE 41 il
R . Wbk & o R B 5, 5 508/ LI AE 95k 1 ) P o
3TCEA 2 h. KRR A 4E R 41, MA 11 000
MIRFI R s, 4°C 2 ho 5105 000 Rk R BiR L
AAL DB RRCHICEDTN 16 PUik, & 45 min. KV
FrERANRORT, BUXER, BE, A

Bt kbR N SPSS10. 0 Siil LA T 48T 27 b

#, PR D mean £ SD &R PRALIHIVH R BORHLR A ¢
K%, VHECERLE o KRS, 0. 05 A A g R X
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2.1 [ 4% 9% % s s FF RBE 4i B A 22 35 151 5 9 ANA
SRR, JLrh 124 (12/35, 34%) K% 2% e e
BAPE, 661(6/35, 17%) KA, 2 41(2/35, 5%) K
Free R, LB E A, 2 B B 12 451 MND-ANA B
YR R 4 0 AMA I4E PBC Bl (4/7, 57%), 81K
AMA BH 1 PBC 2 (8/28, 28%) . R IRALH 10 6] T4 &
HE 5 1B MND-ANA BHYE, 16 k5 22 (5 7, 449 R Bt
5151 ATH & v 3 491 4 5 8L ANA, 151 5 BE 2L ANA, 1 431
g MND—ANA BH . 002 4 £ 84 B 98 08 1 TR 28 B 98 R I
NXF RIS R I (R 1) .

R NEEBEHIANA TSR

n ANA NE MND ACA Ho. Sp.
PBC 35 23(65%) 6 12 2 1 2
AlH 5 5(100%) 0 1 0 3 1
CHB 8 0 0 0 0 0 0
CHC 5 0 0 0 0 0 0
SS 10 6(60%) 0 1 1 0 4
HS 5 0 0 0 0 0 0

ANA: FUZIUAR; NE: #ZI8; MND: Z#R; ACA: FIBLRFUA; Ho: I9REY,
Sp: BHAY; AlH: E52BIHATSE, CHB: {812 BUATSE; CHC: 114 IRTLATSE;
SS: FIRLREIE; HS: ERA.

2.2 % gk pad sk DASETEAN N AN TR AN i i A sk
AT G 2 C T ARSI, 25 SR DAL T 1. DA 5 8 4 it oA e s ) 275
SIS TR 100 kuy 74 ku FI20 ku BRI 4
5 LA ISR PR A S AT HH I A B 74 ku 20 ku
PR AR 11457, 2 RIAMA R 2 TR UR AT T2k A py i
FIPDC-E2, ILarF it A ok 74 ku; LI AZ A PR 1) 5K
AL IS F R 100 ku F120 ku ROZR 144005, MR
Sp100 £ SDS—PAGE F HL UK % &t , HI Wr 3L AT -Sp100 B £,
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35 B & F BT -Sp100 BHE 10 41 (10/35, 28.5%) ,
X AN IR R AR B N1 HT-Sp100FH 4. HT-Sp20
FHE g 8 41 (8/35, 22%), BT -Sp100 FIHt ~Sp20 [AIHFBH
PE 6 491 (6/35, 17%), AXHT-Sp100 BN 4 ] (4/35,
11%) FMULPT -Sp20 BHTE 2 B (2/35, 5%) (R 2).

#R 2 PBC &0 -Sp100 1 —Sp20 BYRITREIR

n %
#1-Sp100 [Pt 10 285
1 —Sp20 [P 8 22
X471 -Sp100 [B 4 1
3371 -Sp20 Bt 2 5
#1-Sp100 FI#1 -Sp20 6 17
#1-Sp100 A/ ZX#1 —Sp20 12 34

2.3 HBEMIRKRR LR 3, OFFERS. S, %k
SR FE bR, ALT. AST. TBIL. ALP. GGT. IgG. IgA. IgM.

3 1iE

G 1 B e MR —FE, PBC B BR AMA AP A7 L
ANA, FFH A B a3 9 vk, ANA G 2 #2000
BB, BB, WmA. e N, A,
WFFR s 2% R RAZ B AL FR) ANA 2 PBC S84 e 57tk
Sk, HERT 2 MR N L DA IR T 28200 BANATX
T b B DR R, 19 AR AU LB 3-20 AN [H]
KA RCR G AT (KN 0. 3-1 um) , A AEBRAZA DA
AN A A%

WFSFTALE 52 MND-ANA PLHIA T4 44 (nuclear body,
NBs) LIJEETT, NBs X kA ND10 8( Kr f£. NBs j& —Fi Al
BHEFAN R 2 E A, W4 Sp 100 PML. NDP55,
SUMO-1(small ubiquitin-mediated protein). rfp
(ret finger protein)%§.Sp 100 & — Rk
MU Bz B T, WUk RS B I X 1) 43 F ek 100 k.

R 3 1 -Sp100 PEMHRIBA M PBC £EMIIGERER

1987 4 Szostecki et a/" W %L H PBC i 3L MND-
ANA TR B4 F 29100 ku &R, % E AL H
Sp 100, K MBFFABIESE T LR 45 R 241 Sp 100
SRR T, LUR A FHTTEER]Sp 100811
KPR mRNA 7P, an A SV40 Rl JC i i A 4l
Jil, BE A 2 2R BOR LA i, DA T R TT Y
TP AL BN . Btk A3 Sp 100 3 G 1 HE 2.
HATA B PT-Sp 100/ PBCHE 4k 11 & Hidk, HEHTPML
AT A PBCHF S0 1 1 & P A7 A 4 i ™.

AHF SR TFVEAE 354 PBC H 5 P S I 51 1245 MND -
ANA B, MND-ANA £ PBC &8 v i BH % O 34% ; %t
WA AE TR LR B AE R [ 5 S vh 98 8840 70 L IR 1491
BHPE (7%) , #EWT MND-ANA & PBC ¢ 521 1 S ik, FI
AMARFFLEE A, Luettig et al""S¢[R PBC ifjiEAT
JHB R T AR B FIREVT T, RIS A A A 5 R ANA
(130 5 BH S5 R B, LS I i ANA B RS A7 /8 17T HL ANA 1)
G e S VAT AR A AR . 3E— 254 MND-ANA S5 57
PE A S, fE AR B 2 BRSOl M PR TR A LE.

MND-ANA L LE 57%AMA [144E PBC &%, AMA BH %
PBC & MND-ANA BHPEARAN 28%, MRS 7 L %
PEZE 5, H 2 75 MND-ANA B 22 LT~ AMA B % PBC &2 4. AMA
JTPBCI2 W 1) L 27 b s, SR TRV AMA ) B 12 %6 £ 80%,
0 SR Y T U P 7725 2 I S TR o2 i e s V3B v
T4 5-10% [ PBC £ 4 AMA A B 21, AR SCROBIF 5T &5 1
ZEE DUAERI BRSO T A0 I R R AL R
PBC M2 Wirbs fE i AMA #124 1 ) Z6 %, MND-ANA FrAS
45 5T PBC [Ri2 W, AT IRE S % AMA B 1 PBC 812
T Py 28 Y R AEE 2.

TF 2GR LA [ 5 Poa s T, A 54T
LT LA ] ARG At kot 40 5 R A R AN [RL B ) 1T e
% AR SCRBURR AR S TGV X 43 5 e e A BB I S 2 )
B P, T LAAE TF ROERE L, FRATT SR 4 2 BR a7 06t
MND—ANA % i PBC & 14T HT—-Sp 100 BT A4 i A5 I 43 4.

#1 -Sp100 B 1 -Sp100 BRI PE

Fh (%) 54.0 + 6.1 58.4 + 12.9 0.197
ALT(nkat/L) 15503 + 1016.8 1500.3 + 2 167.1 0.948
AST(nkat/L) 1667.0 + 11835 1633.6 + 10835 0.958
ALP(nkat/L) 79015 + 72514 7518.1 + 5284.3 0.862
GGT(nkat/L) 6317.9 + 5867.8 5884.5 + 4 367.5 0.812
TBIL(~mol/L) 25.1 + 20.6 415 + 36.9 0.105
lgGla/L) 217 + 46 16.2 + 4.8 0.008
lgA(g/L) 50+ 1.2 39 +34 0.375
lgM(g/L) 6.2 +38 48 + 27 0.249
AMA(N) 10 25 1.958
RIBEER(L /1) 3 6

FRIZIRER(I / IV) 6 17 0.685




ISSN 1009-3079 CN 14-1260/R

HWRENBHAE 2006565288 F13% H125

1481

HERATREFE T, 35491 PBC 4 T HT -Sp100 BIYES N
10 M, PHAEZA 28. 5%; X f4LE A 1 I 2 Ht -
Spl100, #7541 -Sp100 4 PBC ¢ LM (1 & Pidk, iF
T AR EAMIF S 4l e .

43 M1 PBC B rh, IF A IB X P9 Fh 75 VA% MND-ANA
B HT—Sp 100 K8 I ) A8 A R S TR J7 9% O AU Ay
34%; 17 1B VLR RBUYE N 28, 5%. 1B X4t —Sp100 K i)
BUBRPEAR T TF % MND-ANA FIRI0 538, AT e b Rt -
Spl00 4k, Pt -PML t4s LB MND-ANA [ 226, 1M
AR HT-PMLBEAT RS . X5F PBC 58 14 W Sk I 1
IF %3 93%, 11 IB 3 97%. Kk IF Rl IB ££12 W PBC %¢ 57
PETT G 7 5.

BATESXF L T H0 -Sp100 BHE L B B 11 R %
Bl RIS AR . AR bR SORH 0 0 LR
FEZE S, BRI FRRAR TP -Sp100 Bk B R Bk
F 1T 16 K- T4 -Sp100 BIVE A . i — 35k 14
24 mo WIBEVIWISE T Zuchner et al™ R ILHL-Sp100
BIE PBC & AHEL, $T-Sp100 BHYER) PBC &4 95 4% th
TR O EET/TTH) ik J 2 W 00 G s LT T/ TV T 2.
PU-Sp100 15 A FIW PBC B4t e G ifabs,
TN 2 1 R AT KR4 R I R WL 5%

AL B RE R 7 AE PBC 93 48 LI R G B 28 b bt -
Spl100 PH 2T B M 22 57, BEBHHT -Sp100 42 £ A2 K
WK PUE. IBAEH PBC fe ) buik, Hi-
Spl00 i 2= 55 PBS ) ks ik F2 i AT 48, 224 18T
FEALKE Sp100 L5 PBC f & 3 HL G FR k.

[ Sp100 AN, FRATTIEALE 8 9] PBC &4 v W 22 514t
XE 20 ku B S PuMk, BFRPL-Sp20 Prik. iXLLEH
1) TH] 42 88 8 S ARSI 22 5t 2 i Y, 9 Lt 4 o A
PU-Sp100 [AI WS HIBAL ; o1 T [ i A7 - 2 11 sh fig A2 & R Bl )
— VA B B AR A2 B G S Y AL ) H A,
3% 25 1A 7T et A7 TNBs & 4 L iR 1. %R 1)
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