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Abstract: The Paris diagnostic criteria can detect PBC - AIH overlap syndrome with high levels of
sensitivity and specificity. In this study, we re-analyzed patients with PBC - AIH overlap syndrome using
these criteria. Data from all patients diagnosed with PBC, AIH, PSC or overlap syndrome at our hospital
from 2000 to 2009 was collected and analyzed. All patients with overlap syndrome were graded by the
Paris criteria to assess the ability of the criteria to properly identify overlap syndrome. The total number
of patients with autoimmune liver disease was 182. Overlap syndrome was diagnosed in 12 cases (6 %). A
definite diagnosis was not attainable in 6 of 12 cases of overlap syndrome due to low serum transaminase
levels that fell outside the diagnostic criteria (P<0.01). Moreover, primary biliary cirrhosis was most the
frequent disorder and it diagnosed in 80 cases (44%), followed by autoimmune hepatitis in 74 cases (41%),
and primary sclerosing cholangitis in 16 cases (9%). Therefore, we must pay close attention when applying

the Paris criteria to the diagnosis.

Key words : Primary biliary cirrhosis, Autoimmune hepatitis, Primary sclerosing cholangitis, PBC

- AIH overlap syndrome

Paris 25 #2272 PBC - AIH F+—/3N—5 v 7HEMBERE D F 2 i

YA RS, Mk BAE UARBS,
AfESER,  HOE Htk. AT KL,
P Zw, BH O FH—, B £
BRI OKEE,  vEEE B, BIR &
ol R, AL K, AW AR,
Bos: fg, FHEOEHES BEEIRER

R B R A PR AR T AL 2 PR

EE PBC-AIH A —/\—F v TIEMEHOZMNIC B W T Paris IO RIE, JFRENTE VW E SNTW 5. 40,
PBC - AIH * —/N—F v THEMERIZO W T Paris &2 FIWCTHFFIIL, ToFHMEICOWTRE Lz
B 12 4E (2000 4E) A5 R 21 4E (2009 4E) F T 10 4ERI SRHS THOSRIEMIFRB E B S h - B
DOW, PBC-AIH & —/"—5 v FHEGER L BW L7z 12ER 205 & Lz, HiE, Paris 282 v CHEDZ,
SN LA 2T DA T - 72, HOREEIFRBEZH SN -&ERIL, 182FThY, £2HCK

BRI RSE © T 814-0180  HRRRITH IR FE X-LRE 7-45-1 R bt KFEEFAHBIHAL 2L SOAHENS
TEL: 092-801-1011 (PI## 3055) FAX: 092-874-2663 E-mail : sakamoto@minf.med.fukuoka-u.ac.jp



PV BOWFU, FISVEMRVERFEZE 25 80 B (44%) Lid %<, HOREMTR 746 (41%), R
FEVERALMERE % 16 61 (9%) TdH o7z, FDONPBC-AIH +—/3—F v 7 SEGEEE 12 6] (6%) THh o7z,
Paris JEHE12 35\ T, LHESL & 72 o 729611 12 B 6 1T - 7225, ALT KA Z DK T3 - 72 (P<0.01).
PDEoZ &h s, PBC-AH & —N—F v 7 EBEREOBRIZIB VT, Paris 258 2 I3 2 B3C, Ll
FMIER I ) BEPDH D LEZ bNIz. T2, BEBSHICE WL~ ORISR B E 2 TRAEMIC
HWFS 2 LES D S,

F—T— K RREEESEEE, BCREMR, RERER(EEEER, PBC-AH *—/\—3 v JiEEE

i U o (I

H ORI R E N RETH 505, 10k
WX ) RERERIEIRSN D LEN D L. B
LR 28 (AIH), FEEWHIEREZ (PBC) 13,
AR TR S 2 A7 A3 LT EICH T 5 R &R
BTHY, EMLZZHIIAERNRIERICOLD S, FFIZ,
ATH O K DEIERE AT a4 FHRIVE 2L L S

L, PBCTRYAVYFIFFLa—VBIZEL ST
SEBIDAAAES 5. BFEVER LIRS % (PSC) 3HAED
& ZAEREFRBENE R L, FHERESERE 2 B 1,
PBC & ATH DT O % ot — =5 v 7
SERREDRERM D T IICERD SN L5, FORREEIZDONWT
F—EDORMIELR TRV, T2, ZOMELLS
Wik x e <, BRARRGE, MApRFIHEREER OLE), H
CHUE, SRERES I e &2 S RA RN HIBr ST
W%, —7F, PBC-AIH F— =5 v TIEBEHOZM&

x1 BCREMEMADEEN E4d [BaMoMERE] BEMEE BCRZEEFAARSE (1996)

Bz
HAELIRE DR PRZHF IS L, B PR E T 2K ThH 0, TR O ACRIERFPEE SN S . ZIICho
TIIHFRT AN 2, 7ova—), S L BRFEEE, B IO HORER SISO FRER B 5. i),
FRCaVF AT, FHEENELR TS 3.
FEMR
1. M ECHUE GRCPUBBUE, PrRE btz e) 201k

MiEy - 7a 7)) AMEF 7213 1gG o LA (2g/d1 DL L)
Fibet: F 72 A OME N v A7 I — B0 R
W9 AN A< —H— X & LT 2
FHRRF AT IR EEZE T/, B X 0Y piecemeal necrosis & ££) B Y253 2 WIIHFREZTH Y, LIFLITEN
HIE N 2 D 5. R AN 2515 % B35,
FE *1: A Tld HLA-DR4 B PEEBI AT 0.

*2 1 ARFRTIE C BN A VA MIE % ) HESRIE TN 255 5.

*3 1 C RUNTF R ANAEGD TS D RIEFI T, £ V=720 HEVPRHTLHLH 2.

AN o N

Ll
LREOEEFR 1205 4 XY, ACRIEMTFRIEDLDNIZEE, AR EZITV, BCRIEETROEBEZ WL
HEEBEITHWT5.
AEEE
1. ZWsiEe L7oB TR Al LTRIEIMHIE D (L =y ril) #179).
2. L r=vurgifsEias s (30mg/ HUL L) &L, MiENT VAT IF—BIHOUHE % % F O FEAEE L R
T5. MERFRIZME N VA7 IF—BHEOIEFLEATHIETS.
3. CHRIFETANVAMAE %) HCRIEMEIT £ OB#ICH - T
a. FERSBHiEHE (Scoring system) THORIAT =D EWIERITIZ AT O RGP EF L.
b. EEZWEETORAITT7—IERIERITIIA vy —7zur b EESh b, UL, TOERICHI->TIEHE
GRIOTANVAEFEE S B EICEIE TS, BGRGHRINF A VAR, HEEZEML, SR
HBBHROLNZWHEIE, HR 3G 2 ik LE s R o %2 Z 83 5%.




WMAHZBIF S PBC-AIH & —N— 5 v FHEGEHOFEEM (A - i)

®2 REMETEEL BEELE

BEA [E#AMOFR] AEMREIE (1992)

B

1. BREMR

2. HERFHRRR

3. BftE

HOREMREZ G052 0D 5.
4. #&5l

Wil ZAFAES 5.

(compatible) FAEGEERT D D.

ZoNbsHo.

HFEED B OIS L, R TR T A I 0% v, BEIIMBBNEETL I L2 lilTs2 0% <,
PINRIETCEREIR 2SS IS ML 5. B, MERER, #E % CFEEICESCHRERE XSS E7H Y, &
JEBEE (asymptomatic) PBC & IEOY, MEMEMED F FEMFEL LERT 25605 5.

FE O, 0D 5T, FRILOMEHE, MEF P OHE RS (AP &), IV ATE— ), IgMD LA ZED 5
PURRAPUR (AMA)  F 721390 pyruvate dehydrogenase (PDH) $URD ML CBETEC, Bli% R,

FTRLAR Cl h EE A/ N BE I IRAS 722 U BB RERR AR 118 P IR L IR M m 3P B 45 25 (chronic nonsuppurative destructive
cholangitis : CNSDC) & % WL Z2 7B 4. N I2 X 2B TEliRizm L3 5.

B ME 2SR S 2 A R Bl A2 e . ¥ = — 7 L VR, BYWEEY v~ T, BERRELE R ED

EVESFDERVERF IR S -, RSB L PEARAE 98, PRI IR IR E 72 &

RKOVTND 122N THLD% PBC L ZWiT 5.
1. HEESM9Z CNSDC 2380, AT RAIPBC & LTHELAEWDL D, AMA F 721350 PDH Juih A B4 &

2. AMA F 721340 PDH BUR 23 PE ©, MK F 1 I121Z CNSDC DT 2 B ® % \w25, PBCIZFE L %W

3. MERFAIIMREDOREEII 205, AMA % 721390 PDH kD31, L2 BiRG S X O%E#A 5 PBC £ %

x3 REMB(CEBEER DEALE

Lazaridis ; Mayo clinic (1999)

1. GRS X 2 WAL 2 HAE B FLH I B

UL EZH) 2FE L&

WG 2 K 2 I ke

2. WRRAT R (SHEMEIREOAAE, it ) oW oMER), ML (ALP A 6 7 H P kiZb7z5 T3

3. UTFORRIZ X 2 ZREERLIEIE %% Brob 4 % AIDS 2k 5 PR L, JHERES; (PSC ZWitaiBla kR <),
MGEAOFAM - HM5, IER A, SSROIGER R, EaPERALIEINE %8, RintEIuERE L, 5FU OBk

# & L C Paris 2#ENFHEOHED H 5 2.

22T, N, SFHIBT S 10 FERH o B CREET
WHREBHSINEMN L F LO, 209 H PBC-AH
F—N—F v TIEGERZ DWW T Paris 2L %2 H v CTHRE
fili L 7=.

¥R EHE

R 12 4E (2000 4E) 72 5 R 21 4E (2009 4E) T
D10 EBIC BB CTHOREWEITEBE L BB Sz
BEENGRE L Hikid, HOREEFEEDRR
PHTIERI 2 F & o7z kIZ, AIH ZZWrigst 2 & OIC

FERs Wi GREHE) 23FICBHLA (KD v
PBC, PSC ¥, ZhZhoBWikiEz lwCTBl L
(#2,3) 29 PBC-AIH #+—/\—3 v FfEkEL, Lid
@ AIH % PBC D5 lrigst, Wik oML 7.
NS DOFERNTK L Paris 2#% FI VTR a7 Ot %
175 72.PBC-AIH & —/3— 5 v T 5 O Paris 213,
PBC & AIH OZWIICULER 3 DODIMED ) LA L
L2007 TbOEREBEML L. $§4bH, PBC
OFLWIAEIZ (D) MET7VH ) FAT 75—+ (ALP)
BIEFHO 2450 $7213y GTP 255U ETH 5 (2)
B3 bay R 7Hk (AMA) Btk (3) FFAm TS
WHIRENRH B L THAH. AIH OBMREET (1) 1



WALT &, EHOSKEUETH S (2) 1Ml IgG R I1X
025, 2P FiE itk (SMA) A3k
TH5 (3) WEMIIBWCHRE 2 IZSEMIREH»
BWVIIHHETE R PRIC ) o ERIR M 2RO L L E L
72, WREPEIENTIZ, AMA R SMA % ° EHE TIT W,
Z DO Ahix Mann-Whitney @ U B 12T 2 O IR % 4T - 72

& S

10 4E R DIEB BT 182 I TH - 72, ZDFEMITDO W
THATHDBE, PBCA80HBI (44%) &ib% <, AH
A3 74 %1 (41%), PSC %316 61 (9%), PBC-AIH * —
IN—F v 7 EMERE 12 6] (6%) TdH -7z PSCHREBIDH
IZPBC & 5 \WIZ AIH 2 &0 2RI S e d o 72,
F 72, PSC O EH 1 BIHHARIFRAZ 21 72,

WIS, BRI L FEHERIIOVWTATADS L,
PBC TIZHBLIt1: 4 TH Y FIERIL564TH - 7.
AIH &, B3 7 TH ) FHERIIZ 64.0 % TH - 72
F72, PSCIZB a1 11, FIERIT (2K TH-
72. PBC, AIH I3H4EMBFEO LML K RSN L@
Ho72h, PSCTORKIIZFETH Y, HEFHICS
CRLN (4.

x4 BRENBLLEBLUFHER

Tk PR AE
HO Rk 2% 3:7 64.0 %
JEFEPE 1 .
W% 1:4 56.4 ji
JES PR AL :
Wz 1:1 35.2 ik

%5 PBC-AIH overlap [EZEfDEEER

A (%) 57.6
R (5 /7 %) 0/12
ALT (IU/1) 198 + 196
ALP (1U/1) 560 = 331
y - GTP (1U/1) 143 + 123
IgG (mg/dl) 2153 + 778
ANA % (positive rate) 100
AMA % (positive rate) 92

—7J7, PBC-AIH *+—/"\—35 v 7 JEBEHD 12 FI2D
WCHGENT B &, &kt Th D, FIERIL, 57.6 %
THh o7z MiFHELFEHmAE, ALT 198 = 196 (1U/1),

ALP 560 = 331 (IU/1), y -GTP 143 * 123 (IU/1), IgG
2153 = 778 (mg/dl), ¥iH% ¥k (ANA) 100 % B 1%
AMA 92%FaTETdh -7z (F%5). Parisiki# L D2 a7
T 5 L, PBCIZB LT 12 il 11 Blid B 2k #
Zig72 LTz As, ATH 2D Wl 12 6 6 61T
ARG LTz (£6). fmiZid Paris JL# 13
12 flrp 6 BT RME A G 72 L C\w/z. F 72, Paris 3
2B 5 AIH OB EHEIZB VT, ALT (IU/1) 135§
ZhlT 359 = 172, FEHENTI71 + 227 TH ) H i
A7z (P<0.01) (E7).

% =

ATH X, HOIAOMBIRE y 707 ) VIlfE%E & 72
L, BHOREHN»BS3 5512 & 0 FRbeny (AT 259
I T RN 2 RS TH . 1965 412 Mackay
BT AIH OB IR L TR, ZoBkEIC
DWTIIHEL SN TE 7% LA L, AIH O3ERFEIC
OWTIZEAIHIRENTWE DD, FlzoOWTIE
WEZHLNTIE W, BRTIZEEIREEDER E L
T A VAT RS % <, AIH O 1EEIF
PO 1.8% L P L THEC WA, ek TlE ATH 1218
MFRBOEELZFERDO—2E 2o TWV5E Y. HAILE
VB EENESIRAS S, ARIRICBIT S HCORIEMEIT S
D BT 1998 4 Tid 6,800 A, 2004 4ETiF 9,533 A &
HEERENTWD W, Bz 1686 ~7 TLMEICEL
40 ~50RTHIET D 2 ALV E ENTWDEA, EF
FERE RE R 55 T g D AR B 255 4 1285 < 7 IR & 5 9.
HAROEN T AR V. UFARE & - 72 ATH &
HOBLRIE L FEERIZENEN3 7, 640K T
HY, BROLFETIEETEIILRPLRBEIZS
FWTIRE O I o 7z

—7J7, PBCiZ, AMA % ANA 7 & O HEH R &%
g, WBAEN IS/ NER IR O BEE - Bl A
B3 2 B VEIR IR E RSN R & 45 L 3 A BN
WETH L. BWIIHEIZL DD X I IT, WFHER 50 %
RAETETH Y, TELUBEOLMEICLZWEERE ShTw
52 MEPBLIIZ1: 8L BLVTHDEINTVIN,
WAEDEFHIB VTR 1 6 & ATH FERE MBI o B NS
WHETH D, HARIZBIT B PBC DIt E4E M B W Bl 25
500 AT, 2006 4 1% o #Es o B Eg A B0E, 9 14,000
ATH D, THIZHEIWTHEREMREED PBC 2 3074
HOREIZH 50,000 ~ 70,000 A & HEFF S B 00 YE
Abt L %2572 PBC HEDBLRHILFIEZ, 1:4THDY,
TPIAEWL 564 K TH - 72, BROLKRTRIEEFA
WZHARRRBEENLEHINICH O, BWIEEO IR D
R\ Mo 7.

PSC &, WAL ONRE OFRMEE e sE % £ U % AT



WENZ BT S PBC-AIH + —/3N— 5 v TREGHOTMME (A - i) — 17—
%6 RAFE#E T PBC-AIH overlap fEIREF & M SN AEFI DR E(E
— Paris ZZ#(CH TR EZH E K EHNDLEE —
No ALT IeG SMA ALP y GTP AMA
1 306 1680 - 390 111 +
2 661 1830 + 292 33 +
. 3 435 2000 481 279 +
2
e 4 318 1390 + 749 214 +
5 281 2800 336 105 +
6 157 4090 823 100 +
1 56 1990 1371 478 +
2 36 1510 206 130 +
3 70 2000 936 279 +
I
il 4 7 1510 - 386 21 +
5 23 2350 + 249 29
6 31 1620 512 125 +

R 7 Paris £HECHFIELH & REHNDIGET

i 31N P value

1) PBC

ALP (1U/1) 511 £ 222 610 £ 455 0.33
y-GTP (IU/) 140 + 89.3 177 =174  0.32
AMA % (positive) 100 83.3 0.30
2) AIH

ALT (IU/1) 359 £172 37.1+227  <0.01
IgG (mg/dl) 2288 £998 1830 + 339 0.15
SMA % (positive) 33 17 0.51

OWERIERBETH . Fer 2ERIZ X 5 2 KDL
PEIRE R s G, 72, HOREERIICHE S
LR 22 b A S b, 2003 SE D4 H 7 >~ r — bl
FTIE, 1975 ~ 2003 4 D #) 30 4 T 388 1l PSC %%
HFEFENTWBE W, bASED PSC DERATIZ 20 Al
L 60 mARIZ 2 DD = A S, BN It
DWBBINE , HEFTEBEERBEOEHL TV
ZEML I PSCI, — MBI TFHRARLE ST
BY, ChFETHADOTFHETHETVIRIBEENTVS
WG E o 7B Tl B — DB Th 5. b
HYE D4 E P TIE 391 Flod ) BETRHL AR Lo 5 4EEE
X BB THo722 BFHIBWTH RO PSC BH

1B EZZ T Twa, F72, YBI2HBIT 5 PSC
R 1, FIERIT B2 THY, EEFE

LT B & AAEHIER DS o 7.

F—N—F v TR LT, Popper 51X PBC &
AIH O f 2 PR E Bl 2 #ih L T2 9. 20k,
Czaja 513 PBC - AIH & — /N — F v 7R % PBC JE
BlD 19%, AIHRER O 5% IZ58%, Chazouilleres 5 i
PBCHERBI D 9.2% 1258 % L i L T\ 5 415, 4[]
Fx OWETT, AR L B S 2 BT PBCI2 B

126 (13%) THotz. LaL, BRE#ESRL PBC 0
Wifeétic X 0 W E L7z PBC-AIH * —/N— 5 v FEfk
ElCx L, Paris 2RHE 2% & 12 Bl 6 BloF5T
éﬁﬁﬁﬁﬁ%iﬁfcéﬁﬁ‘of: Z i, Paris EH#EIZB W
T, AIH I8 5 ALT OMEBI 34 — N —F v T s
TEDORMEN L 5 THY, BRI —N—F v TR
A5 BAE S N ERNZ ALT O E DFERH & 72 5 72,
Wik o ATHAEB D% £ ASHLA - DR3 B C, #54E1C y<
PEEHE R AT A F (nﬁ%ﬁb&wk%@ g
19 WA 2 REFI D% . Z1UTH L HATIE HLA
- DR4 BBl H3% <, EP@LMM) SHENSITE AL T, K
BIHEN DS EEIM T, AT a4 FEMEHLRVWTY
TNV FFE YT VEOKRT DT B IEMA Y 7
BILEZ L HDH Y. T2, IgG ML ANA, SMA &
HEORERF, RARZIC AIH R %2 K < 5EA 1 AIH O
Wis R & OGS H B 9. fEo T, Wk LRALT
R IgG DIRER] b Z \WARITO Paris 2812 & % ATH
OFVEFRRLTHBERVZRVELED L. —,
S OME T, HUEHICBIT S PBCIXITE AL DIEH
TParis i fi7-FT L E 2 ON7z BRI N
EASL O JFHERBE DO HT A F 7 4 128 W T Paris 2%
#7% PBC-AIH #+ —/\—F v TIEGROZREREL 32
ZERMEBELTVD Y LaL, BBV TIESHS
DR TREMZZRL L, PBC-AIH A —1—5 v 7
JEBERE D S WAL e 12D\ C Paris LMD Z BP0 R %,
E 5% 5 EEEEEEALNEE L E 2 b7z,
SUOMEH 5, HOREEIFREITIERN Rk
BTWEH2, EMHCZHIN TR WIREERS D,
SHLTEEETHREHTH L. 72, PBC-AIH + —
N—F vy THEMBEHOZREEIIOWTIIMA ZER LD
D, EL5RLMEPLEEEZ SN



&!n

&

T2 DIZH-DFELT, AEHL Y BFHIEEZESA
EHALIHHE VW TCW BN, 725 KICHAD
AT, FRUBOLEET S AL I ) EHH L R
T,

X [y

1) EfEEE, gESY ACREEFZOZ W LG .
[E2 D3 A 228:879-883, 2009.

2) A K&, ARERIE  BOSEPEIR PRI o R
Rz, Erod @, 228:889-894, 2009.

3) Wl — EFEMERALEIRE OB W - B B
DWW H 228:895-899, 2009.

4) Kuiper EM, Zondervan PE, van Buuren HR: Paris
Criteria Are Effective in Diagnosis of Primary
Biliary Cirrhosis and Autoimmune Hepatitis Overlap
Syndrome. Clin Gastroenterol H 8 : 530-534, 2010.

5) Mackay IR, Weiden S, Hasker J:Autoimmune
hepatitis. Ann N'Y Acad Sci 124: 767-780, 1965.

6) INAFNE, FRAED : ACREMEI SO H B 7 i
WM LA BLE A5, FFIRRE 59 :13-17, 2009.

7) R W, MRECS, BREES, i RSP IR
T, HCSREMN%, BXO, BUEFKICETS 2
[0 o> 4= E[ A O LI ZE. e BICB %08
FREZEHE, PR 9 AEEERTZE SR AR 94-98, 1998.

8) KiMiMAS - SENEEIANC L 2GR BOHARDE
TR, FFIRRE 541 425-430, 2007

9) & i HGRYEONTR BIC T3 3 Mo 4 EEEHA

WZBIL ZUGHAEOIER. HRGREONT - THE R B2
T HHANIE, P18 AEREHREE 129-132, 2007.

10) HARFLZ EEPSA-BOREMEIT A, TR
60:775-781, 2010.

11) Takikawa H, Takamori Y, Tanaka A, et al: Analysis
of 388 cases of primary sclerosing cholangitis in
Japan; Presence of a subgroup without pancreatic
involvement in older patients. Hepatol Res 29:
153-159, 2004.

12) Tanaka A, Takamori Y, Toda G, et al: Outcome and
prognostic factors of 391 Japanese patients with
primary sclerosing cholangitis. Liver Int 28: 983-989,
2008.

13) Popper H, Schaffner F. Nonsuppurative destructive
chronic cholangitis and chronic hepatitis. Prog Liver
Dis 3 :336-354, 1970.

14) Czaja A] : Frequency and nature of the variant syndromes
of autoimmune liver disease. Hepatology 28 : 360-365,
1998.

15) Chazouilleres O, Wendum D, Serfaty L, et al: Primary
biliary cirrhosis-autoimmune hepatitis overlap
syndrome: Clinical features and response to therapy.
Hepatology 28 : 296-301, 1998.

16) BEMGSEF, BUEBFIE, HENEF, . HLERREE
W2 H OB RO H BT 86, T
Ji& 2009; 50:618-624

17) EASL Clinical Practice Guidelines : management of
cholestaticliver diseases. ] Hepatol 51:237-267, 2009.

(CFIK 23, 10. 115244, Pk 23. 11. 30 =281



