ES & ERD&RATIR

ME B 2B

&=

FSMIEHEFES (PBC) & % ORLDES

TR R AT =H

=

=
B

PBCIZECREZMBEICH L0 &, NERBEOHEIC X ) FERSNHEEFMETD oW T
H5EH. REBFRNIGHENZHI F oy FUTHRE (AMA) OMSHEO S FAEYFEET % %
LT, MEKCHETZHELVERSERE I OOH 52, FOXRBIIRZTRATH S, FETEMA
BETHRTHIENFEL, BHEIIHBEBERT LI L #HHEL, REETHDIPHEFEEDE
FERIIFRREDOATH S, R, WEL EOERE R EEEEPBCOTFRIZMABRTFTH 5755,
EOMI%IEEITHTH D TV F 4+ 20— VEE L0 L 2 EHIAERE SRTV S, AMARIE,
PP TN ICPBCOBERELZ AT HEMICH LT, HOREEBEERL I FLE
BB RBENTWS, 72, PBCESIO R, CHOREMFROBRGE, HEBELEIFIETS
fEbliZoverlap syndrome & L CH Y b, A5F04 FRLORBRHHBAIPEDTLHLEENTVA.

(AMLE 89 1003~1010, 2000)

Key words : EREHHEFEE, HOREEHBER, I vy FY 7HM, overlap syndrome

LI

R TZ (Primary biliary cirrho-
sis, BLFPBC) X, FFAIO A %A/ EMEE
OBEIZH ESBEFRET S HETH
D, FEICHCREZNBFONMEIEES L
Twa, BECHENZECHATHSHI b
2 FY 7HiK (antimitochondrial antibody :
AMA) &, ZOMISHIRDGH 5 SPBCO IR
BIZoWTHLVARSEFINDDOHDHHD
D, BHHE* GOREZFLOEHRITHPL IS
nTwniwv.,

AEIZERIBIER TR TLHIENEL, ®
EIIHBEEERT I LR EEL, FAeR
FERIE L ERES S EEICHRAT S, HELXET
2 #EBMPBC (symptomatic PBC:sPBC) @ 5

F27 kL, whE&E& LAL 2vwids
LE, BBIL &R BAERMKEE-NH

(173)

SEAFEHIINW0%THY, PBCOKBBETH S
RSB OBREIFBHEOATHS. &
¥V CEH20mg/dlE B2 5 LIRIROELT
A S, BELNICEKEE R EORFE
DOIEFANTL 52 LHEL, FETFHET
VOB X ) BHEBRHOS A4 I 7P 0
hz. —7%, EREBEK #®EL2EOEREXR
{ #ESEEMPBC (asymptomatic PBC:aPBC)
DFHIMARIFE SNTOD2, HEE [#
BEOFR] AEFEIEOWMETIX, 15~20
ERRBRABBRE IN/ZaPBCORKIBREEEZE
T HEBEMEPBCABITLTHE D, MEEETD
ERN L EBBE L BERVILETHS. PBCO
BRI LY T4 ¥ a— Vv (ursodeoxy-
cholic acid:UDCA) RZ0HFAN L ZEHED
LHAHE—BIRANE 2> TV 3.

E4E, AMAAPBCOKHEICERMBET 2 H
CHBETHLLOEZVERSIND>DOH 5%
T, AMADSEHTH %25, PiEHELBET

BRAHFSMRE #80E %55 - FH1255 A108
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TREZERICIIPBCOBREREZ 27 2+ B
C R E M B & & (autoimmune cholangitis :
AIC) L LTHMYIL/REMETRLIID &F
HEZVPRBEINTVS. /2, PBCEBD %
PICHCREEN & (autoimmune hepatitis :
AIH) DR, REE % FICET 5 EFHT
L 53THEEL, overlap syndrome of PBC
and AIH3 5 W IZCAH (chronic active hepati-
tis)-PBC mixed type& L TH D b T3,

AR TIEPBCIZ DWW TS L, PBCORKE R
B Z 72 A5 AIC, overlap syndrome’z &
PBCRALRBIZOWTHEDT 5.

1. PBCOEGEKIER

PBCIEMiR B L ZbNTE /DS, EAELR
AR L 2 &EHRESLBMELEOEMRE S
WIFE R EPBC O REE » EPBCOE MY
B L, BAECIIHE € M 54T 50081, #
EAHREIZ20~30/100F A LHEEESN TV 5,
B TIXFHBRER D 2/3 2aPBCAE D, RBiE
FRNITA0~60mITERP L, HW0%PBXETDH
50,

MEERISIEERER, BEOVWTEHEBRE
BEHE RS, FIREITEREICD &3 {HILE R
MAMEDOEZEEDRONS, BMERBITIET
I o WD A ZRLALP, yvGTP% &EDOfEE R
BRORESESCRIENTR, aLA7a—),
MmEAED LRABR NG, BEYNVE DL
IR OESNILZ V., IV RAFU—IVDOREE
BREICb: 256, HEECHBREARD.
MIEEDTEDIZEAEDEFTALNS. I
BEASTALTED ERITEEBREICE & F 5725,
BEBEE% A 556 Zoverlap syndrome # &
ARV (VN

BB FNRE CTIZAMADO LI FU B
(ANA) #%30~50%THMETHSH. bR
7 HEBREFA TR FEFIBRVEDRESALN
5. yr7u7y YZECREWEFRD X I IZIE

BARHZESHER $89% E55 - TR12F5 A10R

(174)

WL 72 v ASIgM & IgG3D H M A4 B H T
5. F7-AKEICIESjogrenfERBELZ o B
GENRBOESHEENE V. RIRNFEER D
SMOBWEHDH Y, HLATIClass I DR8E D
B HRE S h T3,

2. FT#E#&&

PBCIZIFEEZE &\ 95 BT STV 575,
TR PR E DL T 5 DIZHREVEITL
KIIZES>THHTHhY, EREBETEFEE
EVIHIHRBRIFRROEKRBLHEIZEL TR
PBCOARE M IR E T B IR LR w3
R4 % (chonic non-suppurative destructive
cholangitis: CNSDC) Td& 5 (B 1). CNSDC
TIIEE LR D% L FLEIRACY & & O B 5l
WEAL, B X UORAEDOERLTFEREEILE
EDOEMSE, BEOHE, BEREOELRY ¥
SRERBE G EABD SN, IS OREIRS
ZSoum F TOMEMBEICEL LTHRD LN,
JFFRIBERICUEBE TR % oEidIcoFA L,
ZORELEMICIVRLRS. #-T, HEZ
BRI IZAVRE BT BRI X 2 BURBT YDA A5 & C
HBHAH, BEOHFERTIERYF CORE
WX, BWMCEHLZIRZRPEN S W, 7
VY VARSI OBERERBEICIRET S RIE
HEMRIZEICY YN EBEMBTH Y, T8
HRERL S, HEBELH > CHEE ELERNICIRE
%Y ¥ 55 (CD8HCTL) 29H% = A,
ERMBEBELTCVWLERESIA TS, £
72, LIFLITE LM EMED AFEELZ 7Y vV
VEENR/NERNICA DA, BB LYV
RIPFEE A v, REMRENIZIIEERE
LR IZHLAclasslID B E RHRLICAMI% £ D
YU NRBREEFTTFORBRAEAS.

PBCOMBFERIRASTHIIBZEOFHRIEE L
HROBSHINICYLETHY, RRWZHSHET
3 B ScheuerFEAFEH I LT 5. Scheuer
SETIEIY (florid duct lesion: CNSDC), II

vy,
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1. BvEIE et ARS 45 (chonic non-suppurative destructive cholangitis : CNSDC). PBC
FF O RBIKIT YRR OESY F T, NEMIBE (KHI) ZCNSDCIZ & Y EfEL T 5.

#5 (ductular proliferation) , ITI#A (scarring) ,
IVEA (cirrhosis) 2SN 525, &R %4
MO AHRAVBEELTCRALNEZLEDHD,
ScheuerZ ¥ 12 E DK WO H EHVHEE L 56
CEARN

3. PBCD&

* 1ICEAEE [#EEOFE] FEMEIED
PBCZ Wizt # %R 3. PBCOMEEDBWT IZMMFE
B IZCNSDC# GEBH 3 5 Z & TH %5 %%, PBCIZ
HBREOBVECHMATSH 5 AMA X 721XPDH-

(175)

E2 (pyruvate dehydrogenase E2 component)
VAROBHWEERESKRE ) HITFLo LT
%. PDH-E2 HifAD GBI IZ ANERN 2 E5R%
AdHY, BKRA (90%LLE) ICHULBEEAN (B
70%) TIIPAARBEHESRIZE . #IZBCOADC
(branched chain oxo-acid dehydrogenase com-
plex)-E2 HifADEHERITHAANTE W (70~80
%) LHESINTVEA, ZOHMKIBED L
CAHEBRELARLVTLPRETELN(H2).
FHZWTIX, HFICEAEFEE L OREHRH
BELLBbI hdsb.

BARAREESME 8ok F55 - TR12E5A10R
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[ENZYME FAMIL Y]

(I )pyruvate dehydrogenase complex (PDC/PDH)
(I )2-oxo-glutarate dehydrogenase complex (OGDC/OGDH)
()branched chain oxo-acid dehydrogenase complex (BCOADC/BCOADH)

[ENZYME SUBUNITS]

PDC EloElp | B2 E3 pbeim (component X)
0OGDC El B2 E3
BCOADC| ElaElp | B8 | E3

2-0OADCIFHEREDRL T 53 08F 773 — (PDC, OGDC, BCOADC) bi%. Zhb32D
BERE S HRIEESII K4, EL B2, E3DsubunithSM K &N T B, ZhHMDsubunitd)HPBC

BE T OAMA (aiti M25U4E) S RIS T 20013, 3DDE2  component:E3  binding
protein (component X) S&IZFEIHEVHPDCO El o E1 pOEE60DFFThA. (FXLF).
PDC-E2, OGDC-E2, BCOADC-E2i2#t 1 24 A PBC TR SN A X BRI TH 2.

2. 2-oxoacid dehydrogenase complexes { 2-0ADC)

4. PBCOIKHA:H

AMARZBER & Y BT B9l 1813 & 5 53Nk 334%
REER 20D, WERICIIEEBREL 20
epiphenomenon& Z X 6T & 74, LA L,
AMAICRB T AUUERSAI P2 FUTH
BEDBEEBEE R TDH 520xo0acid dehydroge-
nase complex (2-OADC) (K 2) T®H Y, ZLh
TOLPDH-E2EDEELIETH 5 Z & HH
SN2 EN, PBCOBHRE I b2 FJ 7HLE,
¥ICPDH-E2 LA ) LT 5D S
7. PDH-E2HUERER % THB & UBHilla D 5%
JEENPBCTHRIZLTWS I EAHL RIS
h, ZoHE#REHR (PDH-E2 inner lipoyl do-
main) PHEE SNz, TDK%, AMADEIER
REICHETAIEELHRENHRNTR S,
AMA® H 3 1% B 72 % epiphenomenon T3 7z \»
CEMHLASINA Thbb, Joplindidwy
T MBPDH-E2% %% L C1& 7-polyclonaldifk ¢
PBCEEBEOREENHNEE LMz RELRE
L, MIREICHFET HSHFERSZ R LAY,
% 72 Gershwin & 3HTPDH-E2 (lipoyl domain)
T/ 7 ar— Vi E HwiziRkE T, PDH-E2
ik & RIS T 59 FAPBCOEE LR ICHIBEE

BARMSARME Feo% E58 - TR1265 A108

(176)

THEETAZEZHEZ LY. ELICRER
S CTPBCIEE R DEERAICHRERIUEIZIRE
L, Bitizd Z2ox/ 7 ar— ke RS
TOEWMEAMNDH B L#HE L. ¥ -PDH-E20
mRNA D $EIH #in situ hybridization!Z TH#EF L
7ok R, PBCO/PMEMBE CTIImRNAD FEH
IR ERDY, HE EEMBEOBEEICERT S
Z OWYWEIZPDH-E2H & Dover expression Tl
72 {, PDH-E2 inner lipoyl domain & &5
BEEHETAHARMOGTFTHLUREEIHEESH
729, PBCRE OB IFICPBCAER T %35
&, BEEHY X ) EE LEICIZPDHE2 B0 5%
FORBPRDOOLNDG. #o5T, ZORMDH
FIIHEE LR TIZD LD LEASIHY, HEL
NDOMBI Z /MBI 2 Sk D EE SR
JEEICHE L, —HBEdPCHBLTwsTEE
HAEEEN TS,

BIED#ETIE, OGDC (2-oxo-glutarate de-
hydrogenase complex)-E2# % W2 IZBCOADC-E
2Dlipoyl domainiixt$ %€ ./ 7 a4+ — LHE
b PLPDH-E2 € / 7 14— LHifk & AREIZPBC
JBETEOBEEMZHFENICRET L2, Zh
O DE2 55 F DmRNADFER S 8% F Rz 121354
EROLGWIEFHLNICENT VB9, T h
5D 3 DDE2 53FDlipoyl  domain & /] U374k



MPURKSER 2 & T 2 RE DS F A58 D RIE
B (PBCHFRHUE) & LCTH %, “determinant
spreading” O 7t X 2R TAMANELE S
SDTEEVHhrBEINTWS, B, 2 DOPBC
BHEVREOMBEXEEHIETRIBIITPATY
4. JoplinS 3 HFE U 7-PBC o RH & 1 A B 45~ 1]
\PDH-E25ifF & KIS % 5 FBS0kDD&EH !
E3 binding protein (E3BP) (K 2) #RHL,
PBCHRHUEAEIBPTH 5 W etk 2 i L /2.
L2LEGDEZABRAOHMEIZR L, £/7-E3BP
OmRNAD R LPBCOBE LR IZFE EED
AR T3l S (WAL

I FYTHERITHEE»S L MCESLE
TZOHBBEOHUUL L BRESIATEY, U
Bl & D AMAD MBI E 2 & D18 RSE
L oFERINS & DIRFH (molecular mimicry
) BB, EE, PBCEETITMEEDKE
PERMBEBIE AR H T HEMDE {, AMADE.
coli, Mycobacterium gordonae, FEHEEZLZ ED
I PV RYTHREERERGEERRT I LAY
H 5TV b, Shimodab”ZPBCEH O KHH
M S8 7 U -PDH-E24F £ W THIK 7 o — >
2%, E. Coli PDH-E2XR7F FIZbIRET A &
#REL, THIEL N Tmimicryii 2 X#H4 5
BEEZHELTw5. B, PBCORRALLT
E. colid % > i 3R 50 ) BX % PEmicroorganism &
Dmolecular mimicry D EEEAIBUER S
BHTW 5.

5. AEGEMEEA (autoimmune cho-
langitis : AIC)

EBEREOBREREAVTOIAMAGEE®
PBCAiA 7% { & bBBIIHAET S T L HLART &
st RO XS IZAMAAPBCO
REEEBEICHEBTI2ECHETHL LDER
R VDD HBHHT, AMABRKR (£
3P PUAB ) TPBC %\ iZPBCEHULO
B kEE 2T HEMEZAICE LT, ML

(177)
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TREBMETRALIETHBEZIIREBSINT
W3, BIRETRLT LI RBO—HEATH
ZWAY, AMABEOPBCHAIG & TR RV A
EMREDSERT S LME SN2, BIK
BIZER & s,

FESRAYIZIX, 19874, Brunner S DfEFIRE
WCHEE 5. EFNIZDERKRE, £ILENFTR,
MBEVITREPBCELE DL S WA, £6IT
AMA (Hedifhi) XFEH s Y, SPEHE
DPFETAE (ANA) L HFEHIAE (SMA)
R S 7z, P oREMFIRESE LIZS
WPBC & R 7% ) REAGIFIIKSIZX ) #ER)
ICHFRSBE R IR L 72, 18 O XU PURSA RS
HTHDHI L E, RIFPHHFNERDBRE % UG
127 B L T “immunocholangitis” & \» 9 &
B#a % RE L 7=, £D%, autoimmune cholan-
giopathy, autoimmune cholangitis & L T D
ERINZHBE XN, —WOMFEHIZAICE H
CREMIF & 18 dspectrum& LT Z T
%9, LaL, BEATIZAMAYEYTH
Z ELSHZAICIZPBC & 7 5 5y 2 M2
B R MEF R IZEO T, FLFENE
HEeHAOHEEDHL IS N TR WY, &
72, AMARY, Bt oPBCH BB CUDCA®D
EERGRICELROT, BFRAETTOIHEER
HARE~DOEBRFELFHETRIZE ZENR NI &8
M shTna, 12721, £ OWMETAMA
P CIXAMABERIZHE LANARSMA®
HOAAOHBHAESFEIIE V.

AICICH§ A R EFIMHB OFRITBA L TH 5
AP 5. 34bbH, PBCTIIRER, BIEHRE
RIVE Y OEBRBFIE L SRTE DS,
EREEHL I OEZBRTSEIEHEO -0,
ERHROHEICHM L ToRREN R shiz s
eV, MitchsonS IIBIBEREE RNV E &~
H# Dcontrol studyZ E L, PBCTILIF#ERE
REOKE, AMADKRTAA LN, HikED
ETLBELALHELTBY, REHHIER
DHROERZ L - T, FlhKBEREETEA

ARARERES $eo% E55 - ¥M12F5RA108
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&, RRMEEHEIFEE (PBC) Wi (F AL kMO 4 AR 7EHE 1992)

B

TEUROLEIFRL, RMBERTART LIS, FHFHABEERT A EAHHETLIZENEL,
FINRIE LR BT 5. 2P, HREER, BELZCHFEECEIHEERERSEET DY, BiE
5% (asymptomatic) PBC & X U, WEBMO F T MED LSBT LEE DS

1. RERR

HEOEEII»2b 6§, MikoR#E, mEtoBEREEALPLZY), RaLAFu—), QMO LAZRED 5.
LR BLIEHIA (AMP) % 721341 pyruvate dehydrogenase (PDH) ¥ 8B IC /BT, BhHMERT

MR R

FFALRRCla P & R/ BRI RE A 70 v U F B B 4 (2 1844 JF 1L I8 1t 7 338 14 1B % % (chronic non-suppurative destructive
cholangitis : CNSDC) % 2 W i fEEH L2 R 5. EFTUFICIARETIHRIMLET S

& OHE
FIRILED BT 2 B &I R HRIEE k)

Sjogren fERFE, BUEMMY V=T, BRFRBELCOACEERRELZEHTAZLIDS

&5

BURAEREFRET - F, FRERBEELEEER, RAEFNBERIELR L

S

A
ROGENDP 1 DIHELTHLD% PBC LBHT 5

1) MBFHIZCNSDC 2828, MEFRAFPBCELTFE LRV . AMA % /-1 PDHHUEHBEMH b EHIEE

15

2) AMA F7:135U PDH SLA2RRE T, #BFHICIE CNSDC OFF R % #2275, PBCIZFE L %\ (compatible) $

BBz RTHO

3) MEFHREOBRII L VA, AMA £7:135 PDH S BHET, Lo bERES L0845 PBC LE X bh

5b0

TAHIELIFEGDEIARUTERV., EE, XK
k., BEICOWTHE DD 2 AICESITRIB K
HARNE Y R EORIFHHEFPEERTH - 745
BUIHFBREETH Y, EFICER b Tk
F 7>, TsuneyamabVIiZAMARE M o
PBCT % JHE LR HIBLIZ BTk DPDH-E2 & 382
B $ 50 F2XB8EOPBCLEMICEET L
EEBELTBY, BERELEICERND S
D HTEARRIRE L EHE DAMAREPBC & 7]
—TiE RV LEHL TS,

U E® X5 IZAMARY DOPBCEE B % #r 7= 72
EVERFARET S o WRE & LT L 75 Bl &
ELTHRS IZDOWTIIEERDPZR S, L L&
5, £ X9 REMIAMAUA O B O H K
(ANA, SMA) 2 SBEHEOEFEEE L, FIC
IZREIIRHAE T 2EMN DS L & 20
B ZEPBRMIZIIEETH 5.

7&. \1\10).

BAARFERME 2eo%k F£55 - FR12%5F108
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6. Overlap syndrome of PBC and AlH

PBCIEBI D% IZid b7 ¥ A7 3+ — B EH
FBHIZEAL, ANARMY, IeGHEE THEFER
IZIZCNSDC%# D 5 b DD, FHA 4 piecemeal
necrosis (PMN), bridging necrosis® R %2
CEHEDOPBCIZIE A L X 5 Al 0%
B, RIEZHTHEPVBL 2D OTHET 5.
DX ZHRERIEECREISE IS LR
DA HFMBICDENT SR, HOR
R (AIH) &L EXONTEY,
overlap syndrome of PBC and AIH (overlap
syndrome) 23 %\ [ZCAH (AIH)-PBC mixed
type (mixed type)®EIREhTEX7. b
DEFNIAIH E BRI, BB 5 & B IC RS
E, BARIIESY, R704 Filomaiiy
HFIBRDGTEHENEESh TS, 3k
A EDIEBPIDFRERPOMEDFTRZ BB LT



BY, PBCH 5\ ATHO BRI E P tZoverlap
syndrome#% Z4E 3 % DT T, 4FICAIHER A
HFUZPBCASHAE L 72 & D#EIZ A 22 v, overlap
syndromeDFESL S M- Wisk X 2 {, %
BZEoTETFOEERHZ OO, MEIFTIZ
PBCORZWiik#e (R) Zii/zd & RIFFICHRLY
WIZEHZCAHE Y HY, FPF Y AT I F—
CHEbEME BHE200IU/LELLE) T, ANAZ Y
O ECYES N, 1gGhEME (2g/dilltk) %
RYbOEWMARBEBEEIN TS, UL, #H
WPBCREBIT b » 5 EEDO ML OEIE, KiE
BB XN 50T, overlap syndrome®EHT i
BHTAHCAHORBRE % &2 THII X3 554
WA % L a5 5.

Berg 5@ AMA % ZOXBPLEIZ X D v <
OAOEENI S LM2YUE (PBCTHRIE S
LHEEDAMA) EM4AHE (2 +a >y MUY T7H
EHL B sulphite  oxidaselZ%H4 2 Hifh) H3kic
Bt D EER Aimixed type T % & 5 L 7245,
FOHOME ClaMAPiKIEmixed typellfFHE
BTRZVEDERVEZ THL. BEOLE
Aoverlap syndrome % 43 -20)  MEFEH < —
A —idz .

ATH& PBCIZ I BB TH HDIZ, WH
AEBRICRAE S Boverlap syndrome D HEE X H
CREM TR BEBDIO~20%2 5 A L
ENTWVRHe, CoOHEEZIVLETEDL XD
2B, overlap syndrome% W& O [F]Fp 5 4E
w9 kb, AIHAPBCW 3 41 %> @Dvariant&
EILONEHELDOS Lk, Lohse 5
iZoverlap syndrome% $EIF) 7 ATHEB X U'PBC
& HeikRE L7k #, overlap syndromeid 2 %
BoOFERSSHESR “AlIH, cholestatic form™ TiZ
7% ¢, “PBC, hepatitic form” &R HHHIE
LwiHiELTwa, #08HEBEE L Toverlap
syndrome T AMARE MO PBCHEIF] & [FHk D
B RE A2 AT 505, ATHEBHCTIIIEERZE
B @S, BEAMAIZRBETHL I L
2#IFCWS. PBCAZEDOHFT “hepatitic form”

(179)
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L BERFTIX, ATHE 8B % 7R3 HLA-DR3
& 5V IIDRADSHEE T, IS AR
FonRe T WREREENERL AT AN
EHRBL TS,

YL ED X 9 iZoverlap syndrome D W, %5
IZEBR 2 b S \s, HMEIBIIEH S 2 2EE
PBCLIZEZ D, BEIIFESLHENEL .
HIZiX, ZLO%E, BIBKERVE Y MDD
5WIIUDCA : OB ERZRT.

b

i
b

=3
1=}
J

S

™

Bbyic

PBCE: #OEEBEBIZDOWTHEIE L 7. PBC
DEFICUDCAVER SO THHFEIZE
H, FOEREIZIZIZEL SR TIEVv 595,
UDCAEHIHREIZ L G FHOUWEICHE LE
RItR4 25 L H 5. PBCORROEEBBIZL Y,
S VAR L EREORBEIIEIZ RS DD &
Bbhsb,

X #
) HERHR— BEREBTEFEE (PBC) £EHALTER
R (Bl FEEReRBEEEOFAHENA
W OFRAEENERE pl3d-142
2) Maeda T, et al : Immunogenetic studies of primary bili-
ary cirrhosis. In Krawitt EL, Wiesner RH and Nishioka
M (ed) : Autoimmune liver disease, 2nd edition,

Elsevier, pp167-178, 1998.

3) Joplin R, et al:Membrane dihydrolipoamide acetyl-
transferase (E2) on human biliary epithelial cells in pri-
mary biliary cirrhosis. Lancet. 339 (8785) : 93-4, 1992.
4) Van de Water ], et al : Evidence for the targeting by 2-
oxo-dehydrogenase enzymes in the T cell response of
primary biliary cirrhosis. ] Immunol 146 : 89-94, 1991.

5) Harada K, et al: In situ nucleic acid hybridization of py-
ruvate dehydrogenase complex-E2 in primary biliary
cirrhosis : pyruvate dehydrogenase complex-E2 mes-
senger RNA is expressed in hepatocytes but in biliary
epithelium. Hepatology 25 : 27-32, 1997.
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