WIEL, BELERTHVWAZ LIZL T, BA
o AeWZ LB EDRNENHB, LL, KEDER
BEMIIEEDEREL &A, BROEBROENNE
Thb, 12 2L, D195 Dn @ nflOEEZHE
THULENRD LEE, DL D2--Dnl dlonsi—
F4arERET S, Z2ofaes, D1, D2 D3
E3DODERDOEN Y TIEHo 2L E NG
& FORHRICEONT, FNEFNOEEDOERES
2EHL, F0#BT, EHTRIERDIZEMLT,
BEAELEBTIILLTETHS, ZDLHI, B
BORBLITWOIE) FEPSHE—BILITRELEZ
5o

4%, AIH, PBC, CHC® 3EADADEHAL S
N ZEH TR L 724, BEOBEREOENZHOTT
Vi AIHOSZWICEREZZ N, 5%, 3F&
TLRERTOBEE - BEELBA T LICL
D, SLLBHBELZEDLIZLENTELEEZLN
5o

¥/, BEIFFL CHIR ARJFRASLEB YAV
ARG NI AN AT —H — DGR E L BB D
DT, BRHREPRETLIHETIE, FROOEREY
W ¥ 2, AIH, PBC & L OFERIHERIIEL EET S
e b, T BEERZLLRY, [BARLKIEE
WEFRELNLASEEIZL, AIH, PBC %2 E O FEHiH#E
KB RET LI LI RBTHAH . HHHEERDE
7£1%, Physician’s index of suspicion &R ZWHERS
FEE LT, FHBNICHRELSS2EB20o0rBRTH
AW, Gtk HEERPLFEESN 2 SICET L EHLZ
F— I PEREINNE, DB BEZHRETS
ZEATEEE DL TH S,

¥/, HRHEZREZ02S 1FTOHBETELT, #
DEED VIR L IHITEBLRLTYH, HEH%E
#AE CCehhil, ofEEZ AW HBRIZFA LI
he 1ok 2, L0 3DHE, PBC OMHEH
H100& 5 &, CHC ORI 1, AIH O gE
320EE) L) REERELCORUARICEE TS Z
EWRTE B,

P (AIH | A 27 < 3) =0076923 x 20,/ (0.076923
x 20+0.097222 x 1+0.0.9333337 x 100) =0.0162

P (CHC | 227 < 3) =0097222x 1,7 (0076923 x
20+0.097222 x 1+0.0.9333337 x 100) =0.00102

P (PBC | A2 7 < 3) =009333337 x 100 (0.076923
x 20+0.097222 x 1+0.0.9333337 x 100) =0.982

Thabt, REOTEEZEENICRT I EHFEE
THY), LT LIMETRTLEIR V. —F TR
DEWEREX100E LT, #NUNDEBEOTRESE %
BETERLTOEDLZWL, THEOEVERE 1
LT, FNUSOERE FOMELENIEZHTDH
Kb v,

E. & &

B O RIS & BREERTTFEE 0SR20
WHRIsN-3EFMEEFVE, CHC #5073
REROEMSHICHEVWI B2 2R LT,

F. RGBSR
L

G. WFFERE
1. RXEEK
L
2. FEEEK
L

. AR B EREOME - B8R (PEERED.)
. FERFEUR 2L

. ERHREH 2L

2k

w N~ o
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JEAE S BB A SE BB & (et s RS
SRR E
HOREEFRORRE L FHOBH
WEH & B A0 BEESRBAFERE MsNE s

MRER  HOREMFE (AIH) ORBIRELHEHINL TRV, SEIZEYS, HORENESICES5 T2
Z LAk ST 5 follicular helper T Mg (Tfh) (2% H L, AIH 2% @ PBMC F @ Tth $E# 5% L7
Tth (X, BHER ATHEFATE, MiEeGELEHEAL TV, ZOKREEIROFHEEERSTHY, &
RIFEA T OFFEFE T N2, KIS, FEEFE L h#kFE L T 5 Concanavalin A (Con A) #5ick2HD
FRIEILEESEFBEEE T VICB W T, CCRIBYE macrophage 75% OIRAETRICEE 2 FE 2 -T2 2
EPHI L7z, T b b, HENICIZEHE X CCRI plasmacytoid DC A& E CHEERREZ R ->Twn5
%, Con A #5012 & ) CCRIBEYE macrophage 25800 L, SREBAOHEIF| X R S,

HIFEFEE
HEE TR
A R
o
WE W
WH HE
HEFHET
it HE
e
e B

A. BFFEHAR

HO®EMF% (autoimmune hepatitis; AIH) 2,
AR B CAEABE CETORE 7T 7)
VEERRMETAINEL, FOBMNLEIRC 72
WEEIIERENTVED, FOERIIH-> Tz
W L0 bir, AIHOEREE LTI EET 2
HOHBICH T A RERIGEHEN SN TV LA, F0
BOCMET S —H L IEHIN TR VOPFBIRTS
bo —EINEHORIELR D, 722 ATF0A FRGE
HHEFI DB ER T LD o TnAIT TR Vwon
L) BERICSI B ) N, Fxid ATH gL
FROBHYBIEL T, 3EMORINLZEEHEZ
VT, MEEHITLCE L, bbb,
(1) BEZXBAZEERRICBITS AIHOZH LG
PR

I, BWEAH EZHENTWAIER % £5
L, ZOHP LM LZAY RS L2 HY
ET 5,
(2) ATH BE O RIEEIRED AT

WE THW & N7 ATH B35 o kA M 5 4% 3k
(PBMC), I, IFAEMEREH T, AIHEE

DREFIVEFR T BN T 5,
(3) AIHEFW#HE <Y A% Hnwi- HRGE - 15
B DO

SFTIZAIHODETLATIAELEELNTELR
2REFHNAE» BT L, FOEESIEHT S,

MEERE T TIT, 41X AIH B #& @ PBMC @

flowcytometry, FAEMMBORELEELS, AIHE
WCEMRERIZ BT 5 H#EME T il (Treg) OB
CIL-17EAE O ThiTHilBoEmM2HE L a2, &
LI, AIHBFOMBET DY A v A4/ TENA
YIRERHET AL, SWRBER ATH Tt IL-17120
2T, MIP-la, MIP-1b i AN L TV /22 & 05,
ATH OFEEICERREZECMZA TERAEROE S D
EZbNl, T/ AIHEFVESEbNTX /-
Concanavalin A (Con A) HF %% i3 MyD88 knockout
mice TIXF DFAD5HEG L 72 Flowcytometry (2 &
A f# M T, MyD88 knockout mice T & FF &
CD11b+CDllc- cells DML hr ol EH 5,
Z D FEHE 12 macrophage 255 L TWhb L E 2 b h
7o LB XD, ATH OREICTHRBE & EETRE
DIOAN—I BPEETHDLEEZ LN, BENES
R Th B,

FREEL, (@) ECRENRBICES LW L
WENTVWE, EFERBINTZANS— T gD —
2Td 5 follicular helper T cells (GERaE~IL/S— T
M, Th)? 1B L, AIH BE RGO Thic
DWT O (b) HCRELSUHEEIFEE 4
bH Con A FFADIREFKIZ B 5 CCRYY Bk~
777 —VOBREICESYH T THELITo 72,

B. #FE)k
(a) ATH BERMIF O Tth 122\ T OEH
LBEIT T AIH & 2B W & 7z RIGEEB 6 5E 1,
AIH-PBC overlap fEf 2 EFI R N lbl & & L CA
T A VAR, CBUBMAT %, &% A5 5 PBMC
X L, flowcytometry (2 X 9 Tfh (CD3+ CD4+
CXCR5+ cells) O#EZHIE, EBKRT— ¥ & L&k
L7
(b) BECRELEREUNEEDHRELRIZBIT S
CCRY ptt<w2r a7 7 — IV DkE
6 — S EEFO MM C57BL/6< 7 A% H\», Con A
DERAZSIZL ) HORELERSMTFREE (f%
WikE) ZELL, PBSHGH (RIEER) & IEWK
BT U720 BEER A R N OREfE 5B #% CD11b+CD1lc-
macrophage, CD11b-CD11c+ plasmacytoid DC

_33_



(pDC), CD11b+CDl11c+ classical DC (cDC) DFEE,
R, KBM Tol =&k (TLR) oK, ¥4
N A CEAREME L, &5ICK45H % FACS
Aria # IVWCTHEEL 7288, SIET V73~ (OVA)
RTF e RRKICE#T 5 TCR #E L7z DO.1L10
x RAG-2-/- <7 A [ 3 naive CD4 T #Miflz & OVA
PUERIE T o HMIEEEFEL, CD4 T HilROEFERE
(CFSE), Thl, Thl7#ifaoFHERE, Foxpd+ M T
Ml FHERE % 5FM L 72

C. WrEH#R
(a) ATH BEFRWIMH O Tth (22T O

BB OB TIE, BMERMo AIH Tik, ol
R N\ & B L T PBMC A Tfh 0% EEASE )
WZd oA, AMRERO ATH TR ZFOEMNSR S
Nhholze —HT, Tregit AIHIZBWTHORKE
LDfEE AN LS L TEWERIZH Y, milElF TomE
E—FH L Twi, T/, Ttho#EEZME ALT &,
LG i & AT B EMICH o 720 S 512, BMIE
BATH EGI % BEEMICEE T 5 &, BEIH - T
Tth D¥EEAMET T AEMIZH o720 —HT, PBMC
D CXCR5IME memory B MIFE D8RRI, MF 1gG
fiE & AHB LTz,
(b) HOREBISEEEENEEORERKIZBIT S

CCRY tk~7 a7 7 — Y Di%E

CCRO+pDC iz ¥PHIEXRBIAI 2 H L, EEREICE
WIS EEICHEE LREERICES L TWwaT]
FetEdSRIE X iz, Con A #x5-#% CCR9+pDC i34
4 % —7J5 T CCR9+ macrophage 7% CCL25D %R &
IZEWFRICEEE L, FHIFIEO CD80, CD86% & D
WIS F 03K, @QLPSHIE T O TNF- a EA
Be, @ TLR4/6M%EH, D naive CD4 T Mg ~D L
JE$2RAE, & Thl (IFN- y i) MLOFERE L V-
7 GBS A A A LT, AR B O SR
RBEEZOFMMOBITIZHB VT H CCRI+CD1I6+ HIERK
MBI AR, EEBHIABELARICEMLTBY,
FAE AR RETE R I B S L TV A BB /RIB S
7zo (FAEH)

D. ¥ £

ATH X, BCREVSES LT L LI I TY
585, IR FOERIMBHAINLTO R WEHEEITER
Thib, REEF, FIROECHREEESREICBM
FaiEMAL 2 B4R LT\ A Th 22w T, PBMC %= H
WTIERT U 7ce BAOHERI & ER% Y, PBMC H D
TihiZ@E OBHR ATH ¢, mMEF IgGELE B
HARE LT\ 7z 72, JEBS D270 HEH O3
%% 72\ h, PBMC @ Tth RO 35— 4 A —
VEARTVWLHERLD Y, SHBEFRLECLER
HE T B EN D B,

Con AFR*HORELEHZIUFEE LK TS
ek, FRERHVH LY, MREEVPWAETRL
ERCED L ) BREREDNTERIENENED 2
IZBREV, 40, CCRBHE~ 7O 7 7 —INED

FFEEICBWTEELREZ TR T I LR SN
IOz ki, HHECCRIZ Y —7y b & LRI
HT& s Retr R s i,

E.H @&

SEOWE,S, O AIH BEO PBMC #® Tth 48
B, MR ATH TR, IME 1gG il & SAERE L T
W@ HCREIC A S EIFEE Tt CCROGE~ 7
077 —VRFORERRICEELREZH- Tw
72, ZEMEHER, 5%L5] 3K X ATH OFE
AR TR R LT 2 R A LERH S,

F. flRefe st
2L

G. BFRRE
1. F3EE

1) Ojiro K, Ebinuma H, Nakamoto N,
Wakabayashi K, Mikami Y, Ono Y, P-S Chu, Usui
S, Umeda R, Takaishi H, Yamagishi Y, Saito S,
Kanal T, Hibi T. MyD88-dependent pathway
accelerates the liver damage of Concanavalin
A-induced hepatitis. Biochem Biophys Res
Commun 2010; 399: 744-749

2) BWERE, BEDER, EMEZ, RMEE
MHEL, HEHIEET, Wi, LEHhsE, &
Redh, ZEEEIEEL, HIbRLL ~ v R HCOREER
XEFNVIEBFALETILIRY Z Vv ENH LI
Kupffer B DM 5O ugelE. THiLRR & RIE
2010; 46: 197-199

2. FRFER

1) Imbalance between T helper type 17 and T
regulatory cells play a role in the pathogenesis
of autoimmune hepatitis. Nakamoto N, Ebinuma
H, Umeda R, Usui S, Ojiro K, Yamagishi Y, Saito
H, Hibi T. The 2nd International Forum &596E
AARE SR FEERS 20104£4 B, B

2) EMBEEERHCRIESF RIS B IEHE -
B NEERE D - HEHEE, BETER,
IEEHEE, AR, MHEETF, BWEE, FE
B, AR %36k H AREFAREES
20104E 5 F, 1L

3) w7 AREAREHEYEROGEEF~DH
5. AR dEEIER, AR, HBEET
MEHEE, RIS, LEH3E, EEER, &3
Fedh, OIbASC. 8471 H RELSRREFE SRS
20107 H, K&

4) AEREMOECREEFA (ATH) OmEL
G, R, ERER, H YR
Va5 HCOREWFREEE  BEo MYy
7 A #9140 O RAFRE S &K% (JDDW 2010)
20104E10H, #i

5) =~ A Plasmacytoid DC O REEHFE~DHES-
AR, HEERER], AR, MEHEBET G

_34._



HEE, BWEEH, LREHZE TEEL SHE
#i [ IHASC. $E38E HARFESEHS 2010
F12H, BEHR

6) HEREER - BifEioBl75 CCRIEME~ 7 1
7 7 — Y ® Tolerance breaker & L CD1&E|. o
A, BERER, &HEH SR, Tk
— Z EEF HHEE THEE EERAE,
IS, FISEIERM Y v RI T4 2010412
B, EHR

. M EREOME - BEIRR (FPEEED.)
. FERFEUSR &L

. ERAFFEEE L

. FOM L

wNn e~ I

B R

1) Czaja AJ & Manns MP. Advances in the
diagnosis, pathogenesis, and management of
autoimmune hepatitis. Gastroenterology 2010; 139:
58-72

2) YuD, Rao S, Tsai LM, et al. The transcriptional
repressor Bcl-6 directs T follicular helper cell
lineage commitment. Immunity 2009; 31: 457-68

3) Hadeiba H, Sato T, Habtezion A, et al. CCR9
expression defines tolerogenic plasmacytoid
dendritic cells able to suppress acute graft-versus-
host disease. Nat Immunol 2008; 9: 1253-60
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AR A BB & et s RS
ST E
H CRIE T 251G B R 5] o fRAT

WigehiE Ak #Z RoMiiksk ERRERTE
MREEE - ACRZEMIF% (Autoimmune hepatitis AIH) BEIUCBITAHEEERICIZRE LT T oD

Y=Y HEEST L. Tabb, FHICE

WZDOWTHRE ZITOIRE L TE 7.
baf L 0B, EEI

SHrAS D9, |
5 &) BHEESHEREESN S THIT SN 5L, KIZ ﬁﬁﬁa%%(Eﬁﬁﬁﬁfﬂf@éﬁﬂk%ﬂ$@ﬁ
PR X T IEEIRPUB E B B K AIEINE TIRBINHAH OE
SEEEIIFOFEREZE T 2 LEHORTZHBTL,
BB EHOER % AW+ 2 HEE L7,

GREFHAGANEIL T L & ) AEFI R IR O BIRICHERE T

BWEAPRETH/NF A —F — o FHE
EBEENICET S

A. WIEER
LEe@BE T 0118F1 ) ATH EH 0 5 HEAFIER &
HIHr S N2 BE X 1287 & 9 122 T EEp14551,

ERERNEER21B A S b, BRI BT
KEABIIDT, TRODERZ = c%ﬁb X
DREERZ M%OH% TR OBE, BRI

FFensEEZTH5L, %rWHgﬁ%ﬁ5_k®
HiE AIH BEOFEORIELHE S, #MikeEn
#RE (IS LT 2%EL, BEOFROM
FEHBEZETHDL, ZDODIITRA L, HEREER
BV THEERRO LWL HFEOHRTE ﬁi%ﬂmﬁ
LR, hibE#EIZOZINFTHEL TE /2
:f%@%@ﬁﬁ%ﬁﬁ%%tbf%ﬁﬁ%#?%o
tﬁﬁ@ﬁﬁﬁ%ﬁf%ﬂt DAL E D
Lz, %ﬁﬁﬁbihz%&#ﬁmféo#ﬁko
#%%ﬁT%kAL, b LB EEROM
ﬁoto%mrf,%%®%ﬁ%ﬁ%ﬁﬁL,%@A
WZholEEEr BT I L2 HAE L7

B. Wi

1979457~ 520074 F TO28ERIZ U FE T type- 1 D
AIH » W S N/EBNIZLISBIHEAET 5o 2D ) H78
Bl (66%) (X, 19994F o [# & 32 W % # o scoring T
definite * 2 Wr & ., ¥ 540%1 (34%) 77 probable T
Hol, EELDFIEREEHROFERELITVZ
DOHEFNIEA LRI T A L L b2, 2l HLA DY
LYY T RITo T2 WHEUSHE wa ifohFces
B4 CR, PR, NR, relapse ® 4 #2507 TLL T O%
AHEATo. MRHEEELCR 7L F= ¥ 10mg/
AUTOMFE CHBERNEFHTEEL TV L H,
PR: 7L F=10mg/ HE B2 /=B TOAFEZOIE
HALZHMH TXLE, NR 7L F= »20mg/ H % #8
ZTWAIZLEDLLTIFREOIEFILBHRETEX 2w
#E, relapse : L Fo el 5 EFBEZOF L
AAEDOONDHE Lo MBFENEIRIZ OV T,
Ryt - D-PAS {0 % 17 - 722 AR % HAlscore % H
WTERMli L, 2point LEDkERERE L, 0 —
1 point Z AN, s ML ES % EbE L,
7, PUEPLR G MU (Hep-2Hii2), T
P PR X R EOLPIUER G, Pt LKMIPUE 8t

HifkiE, HBs $UE 14 CLEIA ¥, HCV ¥ifkid EIA (%5
sﬁﬁ)}mvmmuRTmR&IﬂAwmgm

HFEW T (N E W% %4 PCR-MPH ) % H
WTMELtOit WHEZRY HLADY A ¥
ATVERZ DR LB B OGRS % 1T 5 72,

C. WFsERs#

SVMREG 2 &S 5 720 HLA JloOWE 217 - 72
ﬁ%%!z IRY e TOERIZBW TR ZIT->TwA
A, HLA-DR IZ X A REFAOERIIFED oo
72 MOBFRRFTIIANRERITALT 2"BETH
D, IgGAMENE VI REROHER L ZEIZ R D -7,

K12 ATH-PBCoverlap SEFIZ DWW T DIRES TIZ 2 D
ZODRBOBEME S ROES & FUERICX BT 5
CEEDPLRYVRETHLIMDTF LR LDIERITDHM
WP LT REELEZLNA, PBCO
SNPZDWTHREMEDLRH LZ2855%IEZ0 L) 2 E
{r:JC%E’J*"‘T%:fJIJX_Z; LT L R RS T L

Eelkidd B,

i f:, FraH CHAIH ERNC DWW CiE IL-28 % HI%E L,
HENEFTIEIFN 2BETRETRVWEDFERE
Bl DEB B D e STROBRHPVELFIHE £ 2
Bo

RBICHEEE L HE L Tn i 7-OEOIRIZT A
TLH ZOBERLE» S HBFENEILE
HAlscore T & 4 & tf 34205 (875%), ANE 2 #
(42%), HALAf] (83%) Thh, HwEIIHIEEIZE
LTV 2ERTIE, M FICSENRD LN,
¥ 72, NRBIE relapse Fl S iz #FN 26320

HALGIRTRD T,
D. # £

LR CTRAIZIE 2 B2 % 17 - 72 ATH118HESIH D66
BIOERBIZ DN T O T T-o72. BERTFE LT
genome N AT - CE WS EERIF I F0 0%
BT TE TV Vv, SOOSEE T HLA 250
TfEERT & FO/MBRFE L e P OIcHE L7z, R
FEINHIEEN R LIFEROTELIE SN TV A
BllcBWTiE, MBFSEN D S NFOTFEid
OEVERERBICILREEFTH AL L BN S, HEKIL

_36_



OB R RERNIT SHBFENLEI Z 5D DT LK
DHELDVL, TIIWXEERFTHS HLA L L HED
DT LIESHROERETEERITT 5 ECHERENE
EThb, 20, SROERRTFOKIT CTHL L
o728 912, HLA OEWIZ & 0 BEBEICE
Wb ETHX, SO RIEINHEIEE OB TR G
BIED Y A I v TFIZOERFTEINDIREEEZ b,
T/, BRLIGEZSHIDICHELIRESTAZ &
T, #iR L T HEBTENZERE 25 L) 2E1E
BRVPICODOVTHEN L T eI Y FELR
bbb,

F 72, P38 C+AIH FEFIC DWW TR BIER L AR 7%
HEPSRFEIRFTH A IL-28%lET S Z L THCV
BEBR 2 BT 2 0B 0HIT % L7z ETHHEICET =
ELTEETHY, 4 X512 genome DFENT 247> T
W{FETH S,

E. ¥ @&
ATHEBIOF % 2 HET 5 HEFEHEILIZ, BE
RIS E ) BB Z EDHLEPE otz FOERE
ZEAFO—>2E LCHLA PURIC & AIGERGHETE
BERRE 2O LR ENT,

F. fEEfa Bt
=L

G. WFZERE
1. FCEE
1) Suzuki Y, et al. Association of HLA-DR14 with
Treatment Response in Japanese Patients with
Autoimmune Hepatitis. Dig Dis Sci 2010 55
2070-2076
2) B C®RIEM.I KR Year note 2011 Selected
Articles P191-203
2. FRREER
JDDW2010H ARl Ay v RY 7 £56182H
CREMIFRIEER G OZH & EE 20101013
i ¢

. MM EROME - BERR (PEZED.)
FFRFEUS 2L

KRGS L

Zoft %L

w N~
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£1 HOREMFREREOAR

AlH HEBES 735 EW 52

11851

% RMRE "Hl |—FE 7H

;-é AIH-PBC overlap 18% - E#t 144

L2 . C+AH 84l AREEH
JEBIEC 84l

£2 FEAKRDLHZHERETFOLE

ATHB#:  ATH&M

ATHBM#: ATHSHE

B FAER MmE  REMN
E B3 107 11 EB 62 8
ALT 92 387 HLA- 45 5
(22-234) (256-2640) DR4 (72.6%) (62.6%)
1gG 2658 2220 HLA- 11 2
(2310-4632)  (1858-2940) DRS8 (17.7%) (256%)
MEER  38/41 8/11 HLA- 19 3
HBE (92.7%) (72.7%) DR15  (30.6%) (37.5%)
HLAIZLHHEETHL
periportal PBC
3 T oe
P ' 0 PBC
/ A Mix
® AIH

0 1 2

3  lobular

M1 REQRIED L REREHOMEM T



[ SR A e B R B & (Reiatis BT %)
SRS E

HORZEIMER 212 3B1F 251 HLA Huk 1B AR5

WroEtn &

L=

Frig RFEREBEE R AR & iRt

HiLgWE iz

WRER : FRENHCORENTR (AIH) DAL CTHBRICE o 72ERIC, AIHEUOREDN T T 7 MFIZ
UL ERILENT WS, AR, MiE%MIC ATH |28 5729 de novo AIH EFFFR & L5285, FEH
CTh5777 MFIGEZZ2HAKTH L2720, HORERFE TR, ERRIETH S LT 5E X HPER
XY o2H b, 20L& ZIBEEBHEOIEMSGIZIZ HLA 12T 2IEOBEAREINTNE DD,
ATH (281} 28 HLA Ui IZ D W TIEARATH 50 RIFEICBWT, AIH BAERIZIZMEH (25T HLA D
EHECHIBENAZ L, HIZHLA DNA typing & Luminex % (Single Antigen) (2 X A8HTI2 LD, #T
HLA class II A EE12 13 H T HLA class II allele (28 A HUAERRERISERE LT\ 5 2 L PSR I N,
FRMRSIZ IFEN- y 22 £I2 & 0 HLA class I3 FORBIFEEINL Z L MESINTEY), ZOLH)LRECD
HLA class II 512603 2O FERED, AIH OFRIE - ERBICEHG LTV AHE ) PERICKREIFPLELE R

DY (ALS
IL[E R SEE C. WgesiR
ks 3 B RFERFER LSRR B (1) EBDOE R
Bl AIH S5 32, AHI2: 8, FH5 : 6,
A. WIZEHM FH4ERNIE ATH 558 +17.25%, AH 450+1755%, FH

H O %EMF % (autoimmune hepatitis; AIH) @
FERPLERICIIECHRERFVEESIN TS 0D
D, &L OG- TEYFHMBORBRFLEDOESIZD
b 53, ZFOFREIZET A RIERF ORI
E L TCARHDIEEFL L TWwizyv,

—F, FEEED ATH DS CTHBHEIZE - 72ERIZ,
ATH B OIREN T T 7 MFICEL A Z AL
TWwhb, fMkFn, MEFIC AIHIZEUT 2729
de novo ATH ¢ EFRE 5728, EHDCTHS7 T 7 b
FFICRZILZBERTH A0, BOURERFE TIIR L,
HEMSTHDLETEEZEZAVBERIZEYDOH %,
Z0 &) RBERBAESZ OIS 1E HLA 123 5
PEOBES SRR ENRTWELOD, AIHIZBITA
HCHLA IZH§ 2 RIBINEDORENIITHhNTE 5T,
PLHLA FURIZDOWT O ARBHTH 5, AHFFETIE AIH
BT A HLA PUEIZ oW THRESTT 22 HWE
Lf:o

B. WfgEh

20034F 1 A5 20104E12F F TICHTBE REEBRFER
ERkE, YRBEHERRE B & ONER & KF R 5 E &
FREEIC CRRB L OEESN, o4 v 74+ —4F
I kY MEL N TRIERIZHEE SN TV S MES
f§ 7T BE T & o 7z AIH376I, & ¥ BF % (acute
hepatitis; AH) 2060, BI4EHF2¢ (fulminant hepatitis;
FH) 118 &% & L, REME (-20C) 2HWT
Luminex %12 & © HT HLA class I 3 & O class II 1k
L, non-HLABJE Td A MICAWZ XN T 5 k%
Luminex # (LABScreen Mixed) 2 CHlE L 7o PL
HLA class II #T /& 5 P ) 12 > W T 1%, Luminex &
(LABScreen Single Antigen) 2 & 1) allele ¥ 24 %
WeFR$ % & & B2 HLA DNA typing % HifT L 725

455+ 192 TH o770

AHDOERIZBE#IFL£ Y 4 VA (HBV) B#E (&
W%, BEFREMEE) 86, EWMHL06, AW
26THY, FHORRKIZ HBV & 4 B, EWik 3
B, S4BT -7z,
(2) MBEEILEAE

AIH @ ALT fi (Mean = SD) 134155+4216 IU/1
(range, 39-1852), # Y V) )L ¥  fH1382+87mg/dl
(range, 08-259), 7o ko> ¥ KR (PT) 13 INR
#5132+ 047 (range, 0.86-2.72) T o 7o
(3) PtHLA ¥k

1 D0#EH Y — X1 HLA JUEB B SR V5T
Sa— k&N TV 5 Mixed kit % F V272 Luminex {#
12 & B 8AT T, AIH T2 $HT HLA class I PLIE AT
838%, Bt HLA class I[I LA D677% THETH Y,
$ 2P HLA class II ¥ufkid AH 55.0%, FH 36.3% D
PR L CTEETH o7,

1208 Y - X121 BEOBHE HLA fUEH,» 2 —
b & LT\ 5 Single Antigen kit % H \» 72 Luminex

Case 19

Baseline normalized value

allele

1 ¥ HLA class II JUEBE B O allele 4% 2%
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I L 2 allele HEEOMITIZL ), AIHICBIT B3

HLA class I FUKBEMEFIZIZ S HO allele 123 28

HLA class I LA A M S A EBFI AR D 5 1,

HLA DNA typing {2 & ¥ HT.® HLA class II allele
ﬁ#éh%#ﬁEwaé EamRans (K
BB,

D. # #

t MOESEBEICBWT, HERKIEZFZ R8I
AT PMBE R R L FLHLA iR e U0 B, L
HLA #ifkid, HLA BEIE L - EREr—ik
BIZR D, FERGA~OE SIS M S ho2%
Ao

— R PT HLA HiikiE, B, TiR% &8
CLUANOMBEICRE SN BREEOH L BEIZL N E
ENBD, BRBHMEEDYS, PLHLA class 1Pk
PEREBNE M, HEE, #ICRIFR L, #t HLA class II
PR EIE S I I BB AR D EALICBER L TV B E D
WmENDH L,

HLA class I Fi3 DR, DQ, DPIZ/p#ES N, <~
yna 7y —YRBKMAE, EHEAET M, B
EoVER TR EURON MBI OARBIL T
WA, BREFA MIA LI END FOEENGEE
S, FHIBIZB T IFN- p i & ) BEHASFHE X
N5 EPREEINTW S, Kiffge T ATH B
FiZHC HLA class I3 F 126§ AHEDPED 51
722 ki3, class I3 T %33 L 7B A3
BRI SRR R EMREEZER L, AIHO
HFHREEICES L) 2WENH L EEZ LN,
SRR - HHERCEIMEE - OBE L X 512,
fICBIT 5 HLA class I FOREBEEMEZ L, AIH
WREIZ BT AP HLAMBRDERIZOWTER L2\,

E. & @&

ATH FFERF I A C Pt HLA $iE 25 E R IR
M, HLA DNA typing & allele 8 2% 02 &
H BT HLA class II allele (2% 3 2 HUE D ELED TR
ANz, A%, AIHWREEICBIT A8 HLA ik &%
WOWTEIIRETALENSHLEEZ bR,

F. REERfaBsi
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G. WERE
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1) Tamura Y, Igarashi M, Suda T, Wakai T,
Shirai Y, Umemura T, Tanaka T, Kakizaki S,
Takagi H, Hiasa Y, Onji M, Aoyagi Y.
Fucosylated fraction of alpha-fetoprotein as a
predictor of prognosis in patients with
hepatocellular carcinoma after curative
treatment. Dig Dis Sci. 2010; 55(7). 2095-101.
2) Tamura Y, Igarashi M, Kawai H, Suda T,
Satomura S, Aoyagi Y. Clinical advantage of
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3) Osaki A, Kubota T, Suda T, Igarashi M,
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4) Takamura M, Yamagiwa S, Wakai T, Tamura
Y, Kamimura H, Kato T, Tsuchiya A, Matsuda Y,
Shirai Y, Ichida T, Ajioka Y, Aoyagi Y. Loss of
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Oncol. 2010; 36(1): 245-54.
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6) Ohkoshi S, Yamagiwa S, Yano M, Takahashi H,
Aoki YH, Matsuda Y, Aoyagli Y. Very-low-dose
pegylated interferon a 2a plus ribavirin therapy
for advanced liver cirrhosis type C: a possible
therapeutic alternative without splenic
intervention. Case Rep. Gastroenterol 2010; 4(2):
261-6.
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JEAE S R A Fe B i Bh & (it SRRIE )
GaEily e
ATH #1 o> My sl 5 0% CTLA-AfE & BEPR 1% o> BaE
e E LR HF BUREAFRESESEOTER WM - FFEAss #og

L REEAHER S 7z,

MRES  BERHEHERRPLSLE AL TIET T AECTLAAME L R EFEME L OMENPREIN TV 5, 40
HO®EM% (AIH) BFLBEAIBWT, 42 F4 v F ELISA B & b M EH CTLA4AED R
EXITolze FHFRE LT, AIHBIEBEAOK T, MERITEN CTLAMEIZE RO LD o720, Mk
BB MERF K - BFREZ & 2T S L7z ATH BICId 2MERT 2 & 3B S MU ERNZ i spal Y CTLA-4EA
EETH o7, —7F, AIHBITIE, MEPTHEMECTLAAME: 5> X7 3+ — BER 1gG 1, P
WCBER DR o7 DEL D, AIHIZBW X, miEFPEME CTLA-MED R EOEEAL % B L Twv

SRS
SE OBE WILAEAERE R A F R
WAL - FFRARRE

A. WFREEW

Cytotoxic T-lymphocyte-associated protein 4
(CTLA- 4) Zi&EMEL T MlRRm IS B3R5 2w Bl
BMAOFThh, BT7 7 3 =% LT CD28D#I201%
DRI THEETAZEIZEINDCD28EB7T7 73 —
DFEEZHFEEHICHE L THROFEMHILZ T 5
TEFHLENT WD, T/, CTLAAZI BRI FE
L, MEMEFEHLRLSLE, BERRBRLBREZODL
R CIHEE A HATTEY CTLAMED BE % 7R
TIEFREINLTWS, LA2L, BORERFX
(ATH) BB 2 MEF T EME CTLAMEIC DWW T
T REmEN,

B. WfE N

ATH30%) & 8 AN1OB A RS & LC, MmiEdmEd
CTLAAfE# ¥ >~ K4 v F ELISA #:I2CTHlE L 72,
%8B, AIHFIOIMEIXIEERGNICIRI - BERE
EN-boERFERL.

C. BFZEssR

ATH 6l & 8 A OB T, Mm-S A%k CTLAAME
WHEBEEBORPolz. LA L, MBS0
% FEEESM SN AIHBI T, S8FLLS
W S N AERNC A TIE M CTLAMED Al
Thole —F, MEPTEE CTLAMERX N T ¥ A
7 I F— PR IgGlH, PSP EBEEL TWwi
y Rl A

D. % %

W CTLAADEE I >\ T, OCD28E B7
77 I —OFEEHEESNIIHEST L LITED T
MO EMEAL 2 HE -4 276/ & OIEELIKEILH 5 T
HMBRERO CTLA4E BT7 7 3 —DEE*EAN
WHHET A Z L2480 THREOERAEI I SIS
OFHET LEHO 2 oOWREMAHER SN B 28, +

SIERB I TRy,

ML s CTLA-AME & B BIE %12 DT,
KA EREPRESN TV, BESETELRER
SLE BHIZBWTid, Mt CTLAAME & KA
WEIMPEZICHBE L TWwWA EHEENRTWD, ¥
7z, N FomBEEclE, BERORE & MEFTE
% CTLAAEAEE L TWA I ERREINT WD,
—7, BHEES) v FOEERE LTe  CTLA4
DS s & [gGlFe #Hil L DRIEERTH S TN
FEe T IDRRFEENTEBY, 7357 Mt MTX €
PRGBS ) v F BB R NR E LS
LHEBREBR I BNT 7 RICHE LR BEEE L £
BT EEHEENLTV S,

SE o ATH B B 5 8E T, MEH T Es
CTLAAfE: N5 v A7 I F—VPREOBIZEMEY D
Lotz LAL, SHFEENZHIEMEITFE - FFE
ZEHITMER B CTLAAER LR L Cn/izZ &
5, AIH Blo MiEF &% CTLA-4IZ R B O 8L
R TWAAEESR A ZEZ bR, Lo T, AIH
WBWTIE, MESICHEET AENE CTLA-4ANEY
fLIRAEIZH 2 T HIMAEE O CTLA4E B7T7 7 31 —
DREEEHAMIIEET L L0 L ) THBOEE
LIRBEDMERFIZ S L T A AR AMERI X 7z,

E. # &

AIH iz BWTiE, 2UFEIIZIETEEIFA -
JFRE 2545 ¢ iniE W M CTLAAED EE T - 726
M3 T A CTLAAE X, AIH OB M4 4 oL L
TV D I REMEDSHER X 7z,

F. fRREfa R
”L

G. WFFERE

1. mXER
1) Miyake Y, Iwasaki Y, Kobashi H, Yasunaka T,
Tkeda F, Takaki A, Yamamoto K. Clinical
features of autoimmune hepatitis diagnosed
based on simplified criteria of the International
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Autoimmune Hepatitis Group. Dig Liver Dis.
2010:42(3):210-5.

2) Miyake Y, Iwasaki Y, Kobashi H, Yasunaka T,
Ikeda F, Takaki A, Yamamoto K. Autoimmune
hepatitis with acute presentation in Japan. Dig
Liver Dis. 2010:42(1):51-4.
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2010
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#B, 2010
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FEZ, WANFE  BHEFRBEFOMFTIZBT S
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&R, M, 2010
4) ZERIE, AN  EEMECBERECK
VRS0 g & IR ERE. E140E B ARATES
SRZ, HE, 2010
5) ZERIL, whiot, MEEE PAE—RE,
HFZER, AT, SARESR, ARRE,
H—#, DMERE, WANFE  CTLALERRET O
+49A/G NI H CREMEIF KB & ORFEEIET
l&HF@TﬁJ/%%TX”“I RS L. 5546 H A
Eaia, WE, 2010
6) E%Eﬁfﬂ, EmARETR, RPEH, thHEHE,
BRRE, DMERE, WWAMNF | BUERFRISN T
DEFRERE BHER IS BT 28 TR THENE
T, el HAERHBEERR S B,
2010
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M-2. FEEM4YETEHEZESES

[7—% > 77 V—7 (WG) Bige#ias)

e,

WG
BIVEEERI RS AR =R
. oA WG
SIRNRKFRFREFZRURR R wRES
. {EHFE WG PBC-AIH #—/N—F v 7EMFER : BIRREAT U4 FRG0:-002 e

WIKEEEE R

. BB FIA4 v OfER WG

E S m bk R R ¥ —  RRIZEE > 4 —

5. Bt gp2105itEDH HEOBGE WG
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(/38R ek ]
1. FEEEEEFEZ2ERE (B31H) —2EREICHAL0FEMOTROEE -
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MRERER L - BasEE

. RO h RIS DENT 5 X OCAEEHE O IEICB T 2515

FARKSE FFAERE - BrasiRE

. PBC A (KA ARHE R P AR AEAE B2 B T B MLRRARES

A H REMEA LR ambe SRk

C EEEETEFEZEORRAFRFUDI2DDNA F < — I —DFEE

E L mbiitE R ER L > ¥ — BRI > ¥ —

. HAA PBC #1251 5 R BB R IET ORE

WHAKFEEFE R

. PBC DIRREILHAC B D 2 IR GEIE R OB %L

W R R e ke SR

. PBC DIREBIRD RIZFHIRET

(DARE MR IZ BT % estrogen-related receptor FH & JHRETE K~ D5
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JE A S @R A BB & omatR s )
RSP 2S5 R &

SRR
WG
et % R E BEEREANRE S S A

WS « Ao BavlE, HEREWIRTEREL (PBC) £E#MAEDT— % X—2 (DB) 2HIIHIES 5
FRBEATIHEABE L, WO REREZR S 2 LT, AFIZBIT 5 PBC ORFH - MEOHI B L UIS &
EFRIES ORE 2 EORMEIOREZERIZTF G552 £ Th D FEIX20094F 8 HIZFE M L 72 45 14[0H]
PBC £EHADEFHFERE DBLL72b D ZFIH L72c DB O GG EFERIITIT661TH % .

L mEBEE
e el BITHERIARS
KEAHH A~ & — R HHE
B BA MERRE RS e
By A0—  PAVHEERLRE:  PIREES = ERE
A BIEHIY

ARIRZ BT B SR (primary biliary
cirrhosis, PBC) @& EFAIL19804E & b #0012 EHE
ShTah, EE7r—v1ieTr7—%~xx—2Z (DB)
fELIRFE SN TS, RifZEDOHME, ZORMIRH
H % PBC £EMAED DB 3L EMAE L, ®hEM 425
x5 Z &, RFIZBIT S PBC DA - HED
fREE B X OB L ONGETEH O E 7 EORNZERE
OFEERI RIS TAI L5,

B. 5 #

1. WFEhE:

PBC O & EMAILI80FE L ) 2 ~ SFMIZEM S
NTELD, FEEBBEEOBITICHEVE L RHSHH
S5 F TORETHESL N/-EREHRT 1991412 DB 12
AT L 720 556 0l H i LA S S L 2 52 it e B TRk
L T—EH SN TS, %148 PBC £EHRAL,
20094 8 FIZFEH L 7270, 2E5160 B &5k 120
L CT20084:12H K £ TOBLBSEF O T 1474 & 2007
1 HH 52008123 K T TIIHISBI S N5
JEBNZDOWT T 7 - MlEICL VG L ko7b0
T b, 1980F IZFE M S N8 1 BEEFHEDS 14
[ £ TOBEIEGNITITONICEB L T s 258
SEGIDOAET— % % DBAL L 72,

2. BEAEROEH

EFIFEIC T A mEfrd ] CUIREE - Fa97
B ERE 25, FRI144E 6 H17THMY, F19ES A
16 HeLIE) ERUBEDARBEIZ B 72 - TR R %
L, TE#F - MERGREEE BT AEANEHRDE
PHETR D7D HTA K4~ | (EA5EE F
W164E12 A 240 A1) (A - WFgE 7 v — T A
THHETE 2 R ETH 2 L 2 GO RAE \ GRS
P A7 AL, MIgERtRE L7 BSER O A
BHRRSE IOV T RERBEIT-> T,

3. DB O3 H g

B BE R 2R 45 1 R4 12 B8 W THFZEEEN @ DB
FIHIZOWTOH LAHLEFREDIHER I N B,
Rt 2 DB IR E R 2 S & - EH A UL
£ L L0 THAENERIIEAILEINTEY,
FOERIE [ ICE T A CClRF
B EAEGEEERE 2 S, FRl4E e HITHA,
B194E 8 H16HZIE) 4D 30HEILH~72b DT
b

BEICEDOEARMERPRBC o &Y —F v 77
V—7 (WG) BT 5, EE WG (i #FEK
HESEINE I —) BXUBWAA FI4 2 WG
(f0F - BRI RIGIEE Y v ¥ — R R
¥ — FAIEKIE) 12 DB Rt L 72,

% 7220104F 5 F 2B B NSRS IE S0P 2E 0 0 TR
Ht ¥y —] F— L= O PBCEFEFR* HH
L, 20104E10 25 F) Sz Y HEw o [IRFSPERR T
YERFEZ (PBC) OB A N OEFERERA L
776

C. WFZess%

FERIZER R v — = A= U B XU
(SR 2 (PBC) A A K] £ LT
NEENTW5S,

F. fefckt b
Bl

G. e
1. WSO

1) Koyabu M, Uchida K, Miyoshi H et al.
Analysis of regulatory T cell and IgG4-positive
plasma cells among patients of IgG4-related
sclerosing cholangitis and autoimmune liver
diseases. ] Gastroenterol. 2010, 45, 732-741,

2) REIEET - PBC O RS PERN o 1% -1 2
(PBC) OFHAA N, [BATEAE [ itk -
HEER BT 2 A% | BE, pp8-13, 30k
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3) =i, HEuE, EACH o BB TERE
WAENEDNLEMIBITLPLI b2 P T
HHlE~IF & M2 EE 5% v X&E»~iF
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1) BEEET, (B, EET  RFICBIT S
JEFEPENR A A2 D 2 Bl ] — 4 I A
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2) BRIEET, MWEEk, HBEZZ  RFICBIT5
SRR M EF A O FIEOT =N - £FEHFHE
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[ SR AR B R & (bt R s )
BB IE T P RS SR &

srifffse e &

WL WG

WrzesriiE il R

BIRRFERFRE AR R R 2%

MR ES - BRI EZ (PBC), JEREMMLEAEE % (PSC), IgG4 BIEMLIEHE KO B Wik
YETF-IRTELXHWE LT, D—-F 0 7N —TWREITo 7z REEZ, BE RBL TS L v PBC
WEFEPRE LIRS E L OB ITV, BEFREFFEUEEOBCHBE L. £/, 41610 PBC-
ATH Fd—=N—F v TEEH EF» SPEBEIT L, A7 04 FERIBHESER SN, 512, PSC,
1gG4 REALVERHAS 48 % & 7o AL PRI S OB W S 2 UE AR L 72,

LRI 7EE
Co0 1
B H—

KR NE

SR IR RS Vi RE ) G A R
CGEZRER 18 B RS TH L PR

VIR ARG EARAE A LdR R

s wE AUCRERERRHEE - FREAR

M# & RBEREWREREHER - e
T AR T REREEL AR
A A BIRRRFLERA - A EENE
s oK ELDREERRE R ER v 5 —

F T ==
Rl #— @RRFRERERE
A. BFEHEI

KT —F 2 77— FTIE, JEEVERE AR ZE
(PBC) m#snmils#EE L U PBC, BEMMmAL
HREE 4% (PSC), IgGAREEMEALMRRE 0Bk
DRELBLOUET#1T) 2 &2 R E LTub BT
=X 77N —=7THY, FaloW EEFEEICH
ALY, REET TIZITTRTOHELSH L7,

VAEH 3 UWIRBELSAAIR T (EEDEE - HE O 408
24EH CH LW EIE, S E S EOICH
F—N—F v TRB L WIIF4EE PBC O

Iy e e D HEE
34 H PBC, PSC, IgG4BSH#ERE(LILEE 7ot
EOREL

PBC O & F w5745 & L T, Scheuer 5 D%
B & U Ludwig 5 D FEAN1960FE 2 5 LH ST
V7273, PBC OJREERFEHE L OB %ET L 3t
[ZERE D = — X2 B - 7oA R s B b &
NTWh, EEETTORT—F 2 77V —TTl3,
PBC O L Wi B 2Ryl (GBE o8O RE * 17
vy, 3 517 Interobserver agreement study (2 T
NOPEEO—FEELFEE L/, T2 F LIRS
GBI E S E A BRRERIZICH L, Fof I
DWTHEEE L 720 AREE L, B UWimi o4 &y sy
Wl E ORIV, FRESEOZ LTI Do
T*ﬁgﬁ Lf:o

B. ffgeik:

ML, EAREEE (RITRMIZERDE, Wi
BRESERRS LS - FRAR #d2) »ouni72
VW 72088 DB R ER S T — & & v /2 (Zeniya M,
et al. Diagnosing clinical subsets of autoimmune liver
diseases based on a multivariable model. J
Gastroenterol. 2005). 75, FFIEEMWHHEE 2 ~ 3
()b 1 ARSI E FEE) 12X A23HE
DR 7z AT B L OB S T T b,

HO®EEN% (AIH), PBC, PBC-AIH # — /v —
T, PSCEACREEFEEL LTIESN
THERD S B, BIRZHE L OREZI S 22—
L7- PBCIERI66HI % 70 s 4 7L LT, SO
JEEHE IS S O L OREL & L ImE] (s
#, Stagel-4) (FF1) Tl L 7z F7-, ipym
HA4r#H & L T Scheuer 78 % H v, HFiESHEHE O
BaxiTo7z,

F72, BT OTED S FI0FHZ AL T 5 AREHE
12, B ERFARLTITo 7 (7 — MRENTT -
wErBIE)

&1 PBC D#imlsrsE

w S B DR R 7

- BTN ORYE 0~3
- Anv A RN OBRE 0~3
- BFEA. ORI 0~3

R AT O (Samofscore)

Wil (Stage) MSEINL LS. RTINS | RSl SN T
Stagel (mo progression) o o
Stagel (mild progression) 12 I3
Stage3  (moderate progression) 3 1 1 6
Staged (advamced progression) 5 6 T 9
C. WRERIR

7u N ¥ A7 PBCIGGRER] & *f G212, #r L vigii o
HAEILH L 724 %, Stage2 (mild progression) 7%
45% % Kb, FOMITITIFE— 1208/ L Twz (11
1)o BIEH STV 2 Scheuer & D438 & ol L
72458, Scheuer %7%H Stage L1247 SN AR D H
L [FRMALORE O | [THEMEAORE 1 | OEF
WHT O Stage 2128AT L 720 T4, S HE



Stage 4\ ENBEF D H b [FIEWMEF T, JHE
HEDPEE LS| HFHFEHD Stage 41I2BAT L 72,

RBIEFAED SH10FE B ICH LT AEREEIZ, FRIC
M 5 BWHALE % 1T o 728 %E, PBCl66BIH1766] (7H
BEARHIKRL) OFBERTE. 7661H636I34EF
BT, R IFIT T IXFBEIBITINTW
7oo MERZ Frm o L BN EHE TRHRET 5 &,
WA T 8 B 3 1A% Stage 1 TH o 7275, #
473 Tl Stage 1 (no progression) DFEFIEE F 1
TWihhol (F2). E612, AFFMMIC X 2HE
W2C, PR ECRERMOSENRI T, Fhe
BB LTW (E2, the logrank test, p=0.02),
LA L, HHA5HETIT stage 1& stage 20 4R BIAR
DEE L TCLIV, FREOHBEIZ L7 (K3,
the log-rank test, p=5.87) o

FIRISIREL O
E®in% 1
o

0%
50%
A%
FIFER
0% ERA KM  Makanuma
- f\ Scheuer
- | &
o .
stg1 stg2 stg3 Stg4
X1 9% (Staging) 4
£2 T FIIFRBAEL
— ERPION
# #F# CAscore HAscore PBAE  Schouwrs il I
B T 2 0 Stg? Sl T EEREL HOC
% 36 3 0 Sig2 Sl S iR(RmTEH
E-4 a8 2 1 Stg? Sl GHEIRG2RFER
& 56 1 1 Stg3 Stg2 105 H(6oMMFIE N
B4 34 2 1 Stg3 Stg3 6 ik(oRIF B
% 63 2 3 Stg3 Sy3  BERMFFEE
% 50 1 1 Stgd Sigd  VERGRFTERE
% 39 3 2 Stg4 Sigd  TERGRFBE

100 Stage 1 (w=16)
% L :.._l‘%_—-l-sugez(m)
80 Stage3 (a=17)
~ 70
)
P 60 - Staged (»=5)
g S0 -
Fal
5 30
“ 20 |
10 -
o 1 1 1 1 1 1 L 1

L1
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Survival time (years)

2  H:fF# (Nakanuma's classification)

100 - Stage 2 (n=10)
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80 |- Stage 3 (n=14)
~ 70
S
g 9r
g 50
40 +
30 | Stage 4 (n=2)
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D. ¥ £

I4E, 412 PBC OIRBEFZMNEENE TS X U
LWREI G HEICOWTHRBE L, PBCRA —/N—F v
T OB, GEERCEWIEER R E R RO
Al HolBEEEZ TS, REE, FADOH
4-¥E & Scheuer HHE & OB 1T o 12 kER, WEMH
THAADEVER NS, RELERE LT Scheuer
HET Stage 1 TH o 7z [#EMEILZ L, IR IR ]
DFEBIDSH454E T Stage 212 EN, F 72 [FEELE
FFCRREHEDNBE | ORERIDH 748 T Stage 4125
AN, FH O Stage 114 [no progression] &
LTERLZFBHTHY, WO TR L /213ETL
BRWEERI EBIRENLHETH D, FHE, 104EEDS5N
DFHAETDLHIRP5E D Stage 14> 5 I1IFETHIR
BT 16 Ro5NT, Stage Ioh 7T =& L
TWRHFYLBHLERTE L, T2 RS ED
Stage 41%, RIEFOIRETL BEDOIEEN L * 1F
IEFINEINTEBY, BIFHELE ExT 50
BAHEEIIKE LSRR L, BE, FFBHEBIOERSHE
&0, AR stage SHY THEBHES & 2 5
FEG % B AEIC LIZLIREET S, 20X %
FEFIRDO TEEORRT ) - i % 8 L 72 I E AR
EOIRETH Y, FHElHHE T stage 4I5S
LIEGIEHER I ND, T2, SRIOFHERAALERICE
D AT BT, BRI ICBAETR
W E TR RHEPE O N, FRSEOFERAEN
BT AERYE SOICREHSELE L TOZ UM
BTEI,

HAERE L TWAH L\ PBC RBE MR 23 %
W<, 7a b %A 7 PBC 1666 % 4348 L 724 &,
oL oM EIBREFEHEEREIRBLTE
0, WL L TORYMERER L7,

F. #0077 b

cF == TG DL WIIFRE PBC 2 AL
DEE : I NV—T1) =¥ —@Ell— GFERKFENE,
WD & &£/ Sz PBC-AIH +—1N—F v TE
BEHAIB OBRFRE T — 7 2L, A—1nN—Fv 7
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IEBEREO A 704 FiG#EEEEE LT, [PBC-AIH
F=N=Fy TEEHEEZONLEMNDH L, LT
O 28 H % FEEZH 72 9B LT, vy 7F
FLOO-NMEEIIMATATOA, FOFE 2RSS,
1) B35 % 0BHHERE (2010) 12X Y PRC &2 =
5 JE B, 2) IAIHG @ simplified criteria (2008)
2 £ V) probable/definite AIH & ¥ S N5 5EH, 72
2L, WEICELTIE, PESICL A PBC OIRENRE
TEOFRAaT (HA) A, HF£2270-1
(HA 0-1) % Opoint, JF4 227 2 (HA2) %1
point, fF%& 227 3 (HA3) # 2point & L CEHE
%o PSC, IgGARALIEIEE &4 & /- AL IR £ o
FUWTELE R A VER L 72
- AL ROBMEEDORE : 7V — T — 5 —
HEE (L EKFERERESNE - BETHER . K
PE - KEELA R WG s E 1030w TR LB 2%
WL HE L, BICHISEE & oA RIME & B
TR TIBIERTER L7z SefICRYE SR O 7217 71
FHE L HITHREHELITV PSC, IgGARR L PERE %
Y EO WAL R OB EREER L 72,

G. EFEGERREH
BRioke L

H. Wf7E3#%

1. @WCEE

- Hiramatsu K, Nakanuma Y, et al. Proposal of a
new staging and grading system of the liver for
primary biliary cirrhosis. Histopathology. 2006;49
(5) :466-78.

R T ML REERTEEL (PBC) o Lw
ARk E R B L ONEENE 548 - s~
IO H — FFAREE 2008 © 57  1261-1270

* Yasuni Nakanuma, et al. Application of a new
histologic staging and grading system for primary
biliary cirrhosis to liver biopsy specimens
-Interobserver agreement- Pathol Int. 2010:60
(3) :167-74.

2. EFE

* Yasuni Nakanuma. Pathology of the liver (in
press)

» Yasuni Nakanuma. Clinics and Research in
Hepatology and Gastroenterology (formerly
Gastroenterol Clin Biol) (Editor in chief: R.
Poupon) (in press)

3. FEaREEK

CJRHE—, PEES. BOREBE AL L RS
FHIPEAFREZ OFS BB I BT A B O R, 414
[l HARFEE oA

- Kenichi Harada, Hsu Maylee, Yasuni Nakanuma.
Application and validation of a new histologic
staging and grading system for primary biliary
cirrhosis. AASLD, 2010.
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JE A SR A7 B HiBh & bt i)

e e
SRR

HIEW G
PBC-AIH #—/3N—F v TEGER QISR E AT 04 FigGozo 0zt

Wigesr8s W —  ERORRESFENE BiR

WIFEE R © ATH & PBC 23RIEFIZ3ESE T 2R (F—/N—F v TIEMRET OLS) 2R L CIRBIEREEAT A
RIBEROEREDRE SN T VDA, FORGREETET > T, 4 7‘07}17}021 1x 42 8 fifi i A 6 3361
O OLSIEFI ZIVE L, Z OB Rk RN - rflﬁﬁﬁﬁ HEEEBLOTRAMST LI L2, AT
1 GO0 BWEEH 2 RETLIEEHIE L, u/bﬁ)'rﬂi'fﬁﬁff“fﬁﬁk@ﬁ:ﬁf 1% interface hepatitis 7%
L HWOHT R TH Y, HA (hepatitis activity) A7 & 9 & CA (cholangitis activity) A3 7 DO HHHEIZ
B AIHMEZEO A PBCHEZIN v E VI EMALSL N, LIELIZOLS iz HwLNRT
2% Paris criteria & simplified AIH 2 27 & % #5345 & Paris criteria Tld33H 306125 ATH &S S 1L
ebow, AFud FiEgErLEEs L7OER RS 2 L TORE - JFEREIEZNE191% - 11% ’C%oto
— 7 simplified AIH score Tl, 33%tH AIH & & & ﬂf’@ﬂizéﬁﬂ T o bon, BEE-FREIR
91% - 67% & 7 V. Paris criteria & Wz L CRPEEIX S, SFRERENL TV L LW I#HRTH o7, DEL
Y simplified ATH AT 712 L ) A7 0 4 FIEBEASLE R L L) EOIFRETHINT & 2R S
72

S geH BIESHERN S ), REFERE v v ¥ — (LG KM -
Hir 0 A RURFEE S INRHOESEE) THh Lo fiFH] L 73 Wiy SRR SR A
TR E (i e - L?[E‘E“" Fetk) 12K

A BFEHM LT L7z, 2ed, AR RURGE A

HE’,% SR 95 (Autoimmune hepatitis; AIH) & BHEERSIIBWT [A7O4 | m;“ﬁx;irjﬁ-if IEEES
S TERE T |§EHH”’PT (Primary biliary cirrhosis; PBC) lﬂﬂﬁliﬁ)rﬁ#fﬁ'ﬂ ICOoOWTOBENIE] & L T#H
%1 SIS e EESE & 55 AU REEFEET CHRGEENT WA CER214E 4 H22H 1, W E R
H%. AIH & PBC OIEA R, & 5\ 28RS %1&5%

WCHETDI/EE A —N—F v TEMBEH (overlap

syndrome; OLS) &IFE, vy 7+ a— Vg C. WrFekiR

(ursodeoxycholic acid: UDCA) (2l z CHEIE R E A 4 8 Mgk 540610 OLS fEBI AR S, 9 b
FOA4 K (LLFNAT0A4 FN) ZEORENFRIAZED 3361 Tlirj/m%ffifﬂfuﬂﬁﬂioﬂr'ffﬁ‘ WHETH- T,
f%twoﬁ*#%motﬁt,msmﬁﬁﬁﬁ@ 40BI &R OZWTRF O BRIR YR D\ T 214 FE

BWFILHEATRZZICHE L T nl i b, Eok HhEAs 2R & ZLtw ASE T R CIE R II33H o
5 RIEFNC AT O A FEESTREPICOVTOERE  RHEERPORET 2N A AR, B X ONRIEAE - T
ERFZITHEE L T, HBieonwTa#HT 5,

RWFFETlE, Hhtink ) & F£fi S 4170 OLSIEFI O 58 SR PRI B S N 2 T revised AIH 23 7 2 &t 5i 4
FE B O FEIRAS, K OYRELT R % retrospective | ”ﬁi@’ﬁf‘ %L, 3319 6 Bl not AIH, 19%17° probable AIH,

L., M CTHMBEOERNE - SR+ 52 &1 8 7% definite ATH &2 r 2L, L7z2%-»> To6 M2
LU, OLSEH! )‘OLT7 AT A FiHEIZD W L@ OLS L idZMsn vt n IR chHo72 Ll
BHAWETLZE R HNE L2, revised AIH A 27 Tld AMA BPEDY -4 4 L it#k s
nTkHh, :@ﬁﬁi§t@&mm% SfF L AMA

B. f%e)i: Wb A &*Hmé’mé OLSHEBMIZIE 2R L F v/

ARRFZEHEIZ ML T A BRI, # 2o B, AMA Byt o ik S & B 7 & Z A, 116 A
Miiklo BT OLS &M &L CWw A ER 245> FiF probable, 2215“76“ definite AIH & 7% 1, 2615 OLS
NQAVAVAE-S %Jjﬂﬁﬂ@n/lﬁﬂ AR - SRERARE - hE DB R L (R,

N O Z D887 120 2 MR BIRTERE 7 >~ S ORI T PBC %3 (bile duct injury,
r— ML O“CIEﬂlU\Lf_o TGz e 2ol E bile duct loss, atypical ductular reaction) 5 & UF
A7 RS RSPRLIESEE - BEIIE9c4), M AIH B9% % (interface hepatitis, rosette formation,
op GREBTUGA), BRENS GEEEEMA%E), % plasma cell infiltration) (201, Zi2&h 0 (bl
SURCAEE T (B ERERSEAE) . BILRS (Leg L) 26 4 GERVATH a‘?ﬂ)) YLTAATY YL,
FFIA: - ZHIeE), SRR (R itE - FOMER, ®DATTHE RCETRAAL LD
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interface hepatitis (20*08, mean = SD) T& 1,
K v T plasma cell infiltration (1.5+09), bile duct
injury (14%£10) ToHH, PBCHIEEIZLHXT
ATH MR RN Z AR SN (R2), 7,
HFiE 612 & 5 PBC O AL 2 W2k #  (Nakanuma,
2010) THEHME 24T\ % necroinflammatory activities
, CARa7T (cholangltls activity) B £ O"HA &
27 (hepatitis activity) 24 THF 35 &, CA
A 371127098, HA 2 2 713227+067TahH 1),
HEROBEZRTCAAITONPHA AT
HLEAEEIZED»-> 2 (P<0001) (M1, F2),

HEIRRER TR, U UDCA/ 2504 FiZFhFh
26680, 166123 LIS SvCT\wiz, 4961 +524E D
FEWEREWRH T, 2704 FIZE 5127 fhEhkS &
#, UDCA iZ 4 BlizBin &, #Es L TRBEH
SRR TIRFIIZRBERNAE DL > & ) LT 53260
2361 (72%) TA7uA FHEGEShTwniz (£3),
3260 3061 T I3 AEE 13 BAf THFEER X IE# 1L L EAER
THEE LT 7283, 260 TIER (F 2
fE - #IE) PWHEL T oo, FHEEBEEEEIL L
<, BHEJET 1 BIMIELE LT/,

OLSoZ Wiz LIE LITH WS R Twv % Paris
criteria (Chazouilleres, 1998) £ X O simplified ATH
A 27 (Hennes, 2008) % Hv>, BWHZEH 5952
THA NERELEE LIAE W%%ﬂf%%# IDon
THEET U720 7272 L simplified ATH A 2 7 O3 FAT R
LT HAZA T % Hwiz., #o# %, Pars
criteria TIZ33BIH3061A ATH LW sz b oo,
ATOA NEEPRNETH - 72 9B 8 A AIH &
TN, A7O4 FiEETLEE UER &t
% L TORKRE - BREIIFNFNIY% - 11% LD,
Paris criteria i & > T AIH EBHrE T 2504

NEETLTLLLEL Ltcb‘tb‘:)a‘t?:&%t&oto
—Jj simplified AIH score Tl%, 33f$ ATH & &%
R AVALE Y IRl EEVAL X 1)) XTD4B($
REED I 6 HlHT AIH L IZSBW S e v & v ) f
BT, R - BB E391% - 67% & % O, Paris
criteria & B L CIREEE (R4, SFRBIIEN TV A
EVIHIRHERTH-o7 (F4),

D. & #

OLS I ENLEBRTH Y, TOLMHLEE
MEL Wy, KR TIEAIM OZHIZEL T
revised AIH 2 27 % 72755, AMA BB 5 IE
HEBENTH LI BIEEZITo72, ZHUIELBEAAR
ERTHH v tfllizmnszwdon, A70( K
GO VLE L OLSHEM MB35 & v ) £ E
WO7dizlE, TO L 912 0LS EHEESNLAER %
ido &Y & L7criteria 2 LICKEICHIH L, #0
HTRET 5 E V) HEAINS S22 2winr
Hits,

MWED OLS 12D\ T OET T4 interface hepatitis
DO IT LM E W EHE SN T 525 CA - HA
A3 7 OREE S &6 T OLS OIREREE T3 ATH By %

FEDENE W) DEESRNOTOMATH L, Tt
BZ5<, PBCOZBWICIIKRE - BFEEEL L&D
DTECAMA E WA Y —F —DBHEETL2DIR L,
AITHTIZFD L9~ —H—DFEL WD, E')
FricBlr 2 RBEMBOLENL D EL 2L 0w 2
THBEENLZSH 9,

SRMET R E L-RERIZVTN G B2 Y% 7
EoTBY, ZOIEhbINSIZBTLERNER
WENSZETH ol WAEERGE AT, S
WBWTEDLHIZATOAL FIEESUIEL 7 AHEH]
wHh T & B D & v ) BT A 5 Paris criteria &
simplified AIH A 2 7 DO Z{To 7, FORKE, +
VYTV OHED ORI R A S P EE L, v
» 13 “modified” simplified AIH A2 2 7 %%, Paris
criteria £ 0 b EVEFRIEEL L 5> TAT O 1 FiBHELL
FEREMLZIMHTEDL PO R o7 b &
simplified AIH scoring system i, AIH 4 5] & 5 #
ZBE L AT 0 A FEELRBEIZEHGET 20709
WIRESNTLDThH DL, Lo T, AIHDO A%
59 OLS 2BV T b T ? simplified ATH A 27 A% A
TUA FERELESE T HEFOMBIZAHNTH L L
V) DIFHR LT WEETHL L EbNS,

\

E. # @&

A 533610 OLS FEF 2 UL L, BEIRM - smEg
FIREE 24T - 720 WERHLAL T interface hepatitis
7 & AIH H’J%?ﬁ‘ VT EAYOLS O— Do Dk &
AWy Fio BRI HEAERAT A HA A

IZEE L7 modlﬁed simplified AIH 2 2 7|2
EoT, WHMEWEERETAT O FIGEILEL
e HIEBEHETE 2 REE AR SN SR I O
REFEIIHFEL T ELWEEZTWES,

F. fHefa bty

L
G. BF7EsE#R
1. @R

Tanaka, A, et al. Primary biliary cirrhosis -
autolmmune hepatitis overlap syndrome: a
rationale for corticosteroids use based on a nation-
wide retrospective study in Japan. (manuscript in
preparation)

2. FREER
(AR BU B F—N—F v TEREIFOERE | b
B, LRI L FEL%J“I%HWB EEE Rl
O MYy 7 Al BUANHARITFES SRS
(2010.10.13, i)
[PBC-AIH # —/N—F v TiEBEEOZ TS~
O A FEEFPLELEN TN T 572012~ EEM‘
B, NANT A AA gy [HOREEITIRE
P~ IRRER I 2 O th A~~~ ] 5971 H AR L2

Fafar (2011514, W, HETFE)
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H. FMMEEOME - &R (FEZEL.)

1. S L

2. FEMFFEEHE &L

3. Zoft &L

#1 revised AIH A7) ¥ 7L AT L1285 Al OZHr

AMA +ve : -4  AMA +ve : 0

Not AlH 6 0
Probable AIH 19 11
Definite AlH 8 22

F2 DM

AlH features PBC features

findings mean+=SD findings mean=SD
interface hepatitis 2.0+0.8 bile duct injury 1.4+1.0
rosette formation 0.3x0.7 bile duct loss 0.9+0.9
plasma cell infiltration 1.5+0.9 atypical ductular 0.9+0.9

reaction

£33 HHRNE

initial treatment

at the end of

follow-up
UDCA monotherapy 15 8
UDCA+bezafibrate 1 1
corticosteroids monotherapy 6 2
UDCA+ corticosteroids 8 16
UDCA+ corticosteroids +azathioprine 1 1
UDCA+ corticosteroids +bezafibrate 1 4
unknown 1 1
including UDCA 26 30
including corticosteroids 16 23

E1

14 4
12 -

10 -~

g -
6 -
4 -
. ]
) : r ‘,
¢ 1 2 3

X1 ZWEHERRIC B A CA (cholangitis activity) A I 7

B2

16 -
14 -
12 -

10 -

2 -

X 2

WKL 31T 25 HA (hepatitis activity) A3 7

%4  Paris criteria & simplified AIH A 2 7 D

Paris simplified
AH not AlH AlH not AlH
All overlap pts 33" 30 3 24 8
corticosteroids (+) pts 232 21 2 20 2
corticosteroids (-) pts 9 8 1 3 6



