HET B2 B LTINFEBEST )W, 35l
TRENITIIE LW EBZCTER T S0 7 85¢
AN AR EIRET S Lo, 35T T
INF {A4# C HBV DNA O#R A bFotEH
R HNLWIERIIEER T J-u JEH RS2 EETS.

Por A VAR OBIGREE T b a— v (B
BE T A4 v AR B B2 OWREE ORI
# BITHIRE] oF 1 Fo4 ) 2% 26, 271208
L7z LU FHENBREEFogEs, 8BATO
HBV DNA R 1T HBe SLEEHC 70 B,
HBe FifEB AT 0 %BEL L2 55, EETS
EEHELTCYF I UENESRTo 4, HBY
DNA ZSB b L7228, BRI vwofl L Thwvnid
VW ERESPTHRNE ETH D, BRI
EAREL P E ) 3G EHREL ThS.

A1 Sequential FE: L it HBe BiREMH, 5
VIXIEHE HBe MURBEFIC B W T v 7 ik
BiZE» THBe MEBRBIL Ll THo T, =V
T VARSI X o T HBV DNA S 1M DL EBITE
ELTWEEAIE, Lr7y Ve IEN % 4856
HL, #0%ry5H Ehiank U IFN By &
20 BEFT o721, TRTOERFHILTHERTH
5 WERTHEBEBBEZLEREITVHBY
DNAMWHEHBM L 2o ARy Fh EVEREE
Bs TTCIRII7VVRARARLTWARETIRLY
FHENEYEZ BT EWIFE LB SIS 3
5,

BT A W REEDTEIG & 7 & 2SI A LRI
R hse ERCIXITREEEROL 21T 9. BARICE
HD [aHCV] © [b) 74 VAERRRZHKE Lwn
Bl oEO@L@IB LS. B EMBMEITA T INF
AERIES L BIEERIT bR v,

SIE I - LSRRI HBV BRSe i h 5 5
HET % de novo FFJt3 200 L RBHIES & 50
FEII - LSRR X Y BEET 5 B BRI 4
FTA>] RBRENLW,

B8 - 7

FAEFEZ R X 2R CREPEMT R E
 ESFREITRELET B0 E ) PTRE 5,
a C BT

HEIC L o THR) (HCV RNA #itlell) Loz
BT, SRS E L TR b o TR F 2 28
Vo A LB e R LRy, oAV
AP EOBITCIE, TRBRGLICETLT
FEBINC X o TIITHZE, FAIRRIcE .

b B BUEFR

AW CHEFRESD, XV EHRER%

3 (P [REI—HBY] p.267).

aa%EMﬁﬁgzn}

B aiHE

HOV BEE I I BEREREE (1 v 2 ) VKD,
VA E s g;{ VIE, BEERTEMRE, Sjogren fE
B, BB R EOEEIESW. i/ v Ay v
KPR, HOV BRIDHEER T2 Z LAVRE o
DHBINTTRL, A VR YERET Y BE TR
INF iGEOEFBES I WS LA HL R R D
DHA,
B85

a HCV

FRRGeE (BT RZEAERE) 12 INF % TV,
B L VXS 0T 5,

b HBV
ETEOBRPETIE, HBVE v Y 7TONEILET
hacarL, EB 7071 v & BB 77 F > off
BBGEETTS. Tz, BRERICESLINDUAIHFE
WEBRESEE L HBV BREEOEBAIEHB 7 7 F
YOEEFITH . BETFE Y A4V A RRSE I SE )
Hll - ALFEEREE AT T 2 AT Y 7 0 E VRS
BLRLBEDH BT L3 [HR] OFETT Il
7=

(Y i, /MRES)

@32k

1) Sherlock S, Dooley J (eds), /MREESH (EF) : "V v—
Oy 2RSS, 55 11 AR TREC : VEAELAE © 2004, p.246.

2) Ak, REMER HAECE> B - FEmE
B A EE 2006, p.229.

3) FEMREIARER  FBRSE— Basic Sciense. 350« BAEE
1998, p441.

B

® HOBIER% (ATH) i, HESRBEEIc X 0 iy
MR LT 2RI CH 5.
SHHPEIDAIHDIZE A LRI TCH Y, PEDR
DI IET 5.

o HMHIE, PrTHRHA R SO B EHESE D
B, [y 707 VENEEL 2 5.

© FERBRAATT R O, KR TR & T RAT
DREIHHTHS.

SEIB R BRI E VBT B

i
FEHEARATH 205, REFGEOREC LT
EORGE, B & RS S B i i
DI L D EET BB EEZLATWA. BED
LI, HEHERRHTHY, 20ORENFAHO
PR & ORI DR DS L 2 b ND. £




. NEORIEICEIBBRTORS bR SR, #i
’i"ff/{ VARG BRETHI e bH 5.
P

OAE QBB L AN, REBEREITBETFIES
FHRBD 18 %% LD EHBEENTE, BLid
1:6 &Iz g, bAE D ATH BE OFSEFRIL
15 ~ 90 MBI RS, B s biC 50 ~ 60 kL% ¥ —
7 b Li—lontitrd. —H, Bk clRAEH
e INE AN 5 T S I
iR

FFROEBMEOB VBRI RPIFEZ & LTS
5, hHe MRS ThH S, FHESICLS
e, FREEE S IR, R KM,
TRV TH S,

PRSI, SN B I, 2
IR (bridging necrosis), /MFEDET & UEE,
Oy FEEAARGNS. BRIBYES interface hepa-
titis OPTR D EBEE A LML, BERESS
ZELFThL, WELEREEVELT, BED
BB CHAT LRI R T 5. PR, RER
AR LRV BN TH 5.

IR & LT, S ORRE % Ry eI
WIBHEFRIC L B A H L. NERITE, S
FEL, AEE e Ry, SRR
BT 5.

Bl BRPRAEIR

WEFERE UCREBRE, ARIR, 8, EE,
BB Eh L, FEL TR 2 BENRET 5.
Lanl, BTHECESE, BITLTwaI2d%<, H
HIERICE L BAROBXIIRREINLZ L OB 5.
SRR L LTRIET AR, REITREREER,

AMITAS (BHEITE, ERERAE) o#t s
EID B D, LLIT’TU\ &Ntk AMER 4TI ATH
BERD BHERH B,

BaE

AST, ALTHBEICERT A REINVEY, 97
a7y (2.0g/dLEE), IgG (2000 mg/dL ELE)
DA & e B, BUEHUE, PURRADUA, LKM-1 Bk,
SLA 2%t d ARk O HOHEFREL 5. b
MEOAH iETHZEALTH Y, PR
FECEEE (1990 %) KRIHShD, JURRHIRGE
DH 40 BA BT H B, TTEIE LKM-1 Pifkigid ¢
bHYy, BEICHZET 5.

HAE T, HLA-DR4 IH1EHA% v, HLA-DR4

BB, SSEGISE L, amFaaraf F IR

BEARIVEY) ORIBHED BIFTHE. WETE,
HLA-DR3 [BH5IH » 0, BREBEMRBEMANEL L, av
F AT FAOIEEEREYD Y, FHE~DE

B

9, FFRIA VA (A B, C, D, E), Tihva—
WHENEREE, JET OV o — WARIRIIT A, SRR
£ OAFEZ7OV - AR Wilson HE BRI BN+
BB PO pLE, BUTREIPLA, LKMPE, » 7o
7Y v, IgG, HLA-DR OEw%4T). & DIl
BAR & MR CE M A PR DO T 5. BAR

% 28 ACREMTFROBNIES -

}Iﬂ%ﬁﬂﬁld){%ﬁ

(Bt [HIEOR %) SATEE, 1996.)



uiee) TEEEHE O RT-42 | FARTSE 0 ATH I (R
28) # Vi 5. 1999 #ICHET S - ERB IR E (&
29) B X UF 2008 I S N5 INERZ 2k
YBEITR D,

AT EOBHO DD 70 —F v — R
431K
B SiHE

DARE ATH TR, D) 25 %I rato B ELE
EBREZAHFLTwD. EFEO0BVWIOLLYT,
Sjogren FEMERE, THIRTAERRICT &, BIETY o<+,
HERHAH. A CEEEEHEREZE (PBC) %
P A ENHBY, AIHE PBCOT—N—F v 7

®29 ACRENTFROERZHEE (1999)

AP PILBUART 7

L—, ANA : FAsHE, SMA : T BEHE,

aaﬁ@wtﬁg 273 ]

FERERE S IFE T D, BRI ATH 2SRRI 5

ZEBEV. ENTIIH B, ATH & BEEIb:

g% (PSC) MAHETAaZ bbb, BHLAERY)
TR OEHICO RENLETH S,
BiaE

EEY [HREORR] AT OBEIRS (&

28) WEDWTEH ) L Xv, REIfICE, SV =

vuy (PSL) WG EE L T30~ 40mg/HT
PAT A, HEREES~15mg/AET4. BIRFR
FME L COBRBIIERE L TBL T, MRt
FCD 2~ 3ERUETHOT, MEEREGEL
$ 5. PSLIEHHEDESNC ISR 2 BT 5.

LKM-1 t P 70— L 1 ik, EBV:IEB U4

WX, CMV: ¥4 bXHQATCINZK, PBC: BESEIATEITELS, PSC : REMELEREL.

{Alvarez F, et al * International Autoimmune Hepatitis Group Report: review of eriteria for diagnosis of autoimmune hepatitis. J Hepatol

1999 ; 31 : 929.)




274 | FFBeE

BEEL £ SR

X 43 HEREMFLRHO D07 SO~

BUERE LT LY 2 EE5H Y, BHEFEORGS
FEHIELDHE, WEERADLVE OO E
VIR O U BB T, PSL IS8 s LT
60mg/ AR EEFHTE, SBEBSLTAFVT L
Fovya izl 5 A5 04 FOOVRRERITS . S
ARSI HEOES TR L, e
FNDOFEFRERTFRMAORIEEAT .

BIgRE R ey ORITSCHBUTIE, BWEH,

FRICHERE, WinE, BHEE BESdhn SRR
5. '
P

TR TERS Th 5. FFZE~MRE L5 hlid
FHRRETH Y, BEEIFRORRD b OBEIEET
Hh. BUFETE BIBRERIVE VIGESBE
AR RIFCT D L. BIIFFROREE
LBETHIREDT EHE,

(TR, b

@3k

1) EAEHEE [EREON - ERBICET 2 HER%)
B (R HOREMTE (ATH) o0y (1 F. JE:
SCHEE 2011,

2) Abe M, et al : Present status of autoimmune hepatitis

in Japan * A nationwide survey. J Gasiroenterol 2011 :
46 : 1136.

i
1 @ FHEZ liver cirrhosis

BE=

OFFEE L, 1BHS A VARIFEE E & 28
BEOHKETH D, FIRHOBHILE T
S

@A VA, Tha—k, {HRE, B o#ine
FROWD AP S TEGERRES R

SHEFAN LS TH Y, WAL L AR,
RETED SN, HBRENIIIANEDOTER AW
FiRE e oTn5,

& FARIIZ I P IRIE T & A E3EIR B X OFghen
T & BERE R S 350, BT S FEE
~NOBATHNERO R R V.

© JFEZ ORI AL, ORIRIGEE O,

HHERRBEDIEEL (portal vein—central vein 456 (P-

CHA)), OINEEREEOYEE, OUE AORE,

DEIFLDBND,

BREHOREIRERICL - THEFESETCHHNW
i E DD,

SFHENREED 7 A WA TIE C, B TIEY
PUBR & HULIR 2 S S S Sl 2 BRLL, &
NEL NS,

B o

a FRBRINYE
A VADPRE S B DENCIIRREIC X 2 S

Wx o, bPIETIRES, Zm0RIHENHS

v, BETHE, vAVAY, Tra-wiEss

VB oS OB RS 2, R

WKEoTELTHILdDHY, BHOKRIE, MER

BEOIFIC L o THEENL LI hoTWES,

E BT 24 (International Association for the
Study of the Liver : JASL) T X » CIRESN/-BREFE
SHETIE, KM MEEIE RAeML LTS,
b RRIC K204

IASL 5 # % BIE LR I0 TR,
TANVAEZBEBIUCHE, FhICDRNFBHE

CEBETAAY A ERRFETICR LRV, wA L

AFRHDOS DR FEBFCELTwD, HEEOH
80 BT A NVAMETH S,

TN a— VR, T - VEBEHIC LS50
FhBNET 10~ 15 BFETH 5.

HOREEFEE L E CREER% (autoimmune



126 © FTE - B8 - BEEER

[B1A3K]

1) Takikawa, H., et al. (2004) Analysis of 388 cases of primary sclerosing cholangitis in
Japan ; Presence of a subgroup without pancreatic involvement in older patients., Hepatol
Res, 29, pp.153-159.

2) BAWLIHEAES, B— (2004) BOSHREMIRE I, FLEWEHE, pp.236238, RAEERL.

3) HEIA (1996) FEMEIGHEMNE ROIGESERA, FFIRE, 32, pp.3948.

6 BCREERR

(1) m=

BO RIS IF% (autoimmune hepatitis ; AIH) & 1%, FFHIALEESE o Besnic @ BB E e A8 2
SHNABHECEET A TH L. RENRE, HicalFarsuf FREHTS (£623) V.
(2) %48

BEHAOEEICL b 2FBAICSEEINS (624). bOETRERAEEEO 1RMEE A
LR LD 5.

(3) $B8E

FAEDBEO TS {, 60 BB —BEOE—2 0% 5. U(/K*mi}érfr (10~20 I ¥~
2HHLH, BEHET1:6TH5. bIRETORBHRSH I HFALERS K, BERE FUZEo
Bo%k LY

¥®6-23 BACREEFRDEIE, AREH

] PEMBEOTEITTRL, BRICRETIIRNTHD, HREEEORIICECSREENMEEIND ™
BIRCH e o TIIFFRIA VAT, PIVO—)b, Wi IFEESICHOECRBEERICESFEEER
HNE D, SEdE, BCOLFORATOA RYEGEET DY

FEMR]

OIPESHE GFICE, TEEHTREE) HBiE

OIFy - 7O EERS G BO LR (2 g/dL L),

OREHE I EREROME NS VAT I F—BEDRE,

@FFRD A VAR —H—(EFE & LT

GRS AHRRERRBED KLU piecemeal necrosis & B SIBHIFNSDIVIEHEETHD, LI
USERLFEEEEEZEDD. CECRETREERTD.

[BUF] LEROFEHMR1 LS 4 XOECHEBUERRDREDICES, BEENREETL, BCRERITFNOE
% %ﬁﬁ%ﬁ%ﬁﬁﬁﬁé

OZMPRE LIEATIEREE LTRENFIEEE (T R2VOY) #73.

@7 RIVOVOPEBREEETYE (30 meg/BllE) &L, i N VRTSF—PEONREEIROE
BOHET 5. EHBRME NS YA I F—UEDIFESLEHFTRET S,

@ C #FFR D JUAMER & BiE 3 BOaS SR OBEICH > TR,

a. EEHE# (scoring system) TORIFPHBEVEMTIZERF O« SAESOZFEL.

b, BESZHEETOAITHEVERNTEA V5 —D 0VEBEDERIND. LDL, TORECHIE>T
FBESHOOAINARNBRRESZECERERNET D, BREERRITEDDILVAE, HEEERIEL, B8
SHEHERHSIVEVRAIICIE, THPhCRSE I USENERIOEREERTS.

# 1 DEETIE HLA-DR 4 BIEEFIS L.
2 DOHETRE C RIS A JVRAIMNEE & D55 BB RN DD,
%3 CEFRRDVABRSHESHIENTE, (VF—T10VERIENTDHEED
OTEERE (1996) E DB LBITIRET, BOMEEIFRRRE, FR, 37, p.298 X D)
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#6-24 HCUHREEHXOSE

' FAtE (ANA) DOEDE TR IR OANA 2 55
1 FEEsE (ASMA) 50~60 Bt lcE—o
OIS, 2504 RO
FITE= /0 L1 8 (LKM-1) itk | DD ECREhocEN

2 10 mitlce—o

| UM, AR

‘(@&ﬁ@lé [HERME oI « JERBIHES 2 A% B (2011) BESEEIFE (ATH) oB®BF 4/ F, pb5 ki X
Uiﬁiﬁ'i iG]

(4) e, RERRE

B ORIBEIRIC X A EE L 2 o, b S h-Reiiiass g CofMa s BEd 5. mp
REBCHCHAI B ESh 5. BENERE LT, HETIE HLADRS BHERS W2,

(6) BEFRAEIR

HEMIRE LT, &8RN, AURIE HE, %3, BiRRE0 355 ERRozlds
v, BEEFRERE, Y-V VERRE BV sF R oo BB RERES LELIEEET
%, ERICIZEWTL FEEORET L5, aRFRPEEFARE BIERL - BREFA
&) OWRE L BEAL DD DY,
(6) 2Mi
OFFBEEIRE - FRBEER (AST, ALT) @ RRPEEHEE 2 HERICASRE, EYVEYD
CERERLIRICELHD.
QHTHE : FREE, BRI L EABE 22
@y-ra7Y rE R IgG O LR, MO SIS,
OISR | BRI RGN D, T & IR B 5,
,@ﬁ’rr‘iﬂ%ﬁk OB RE WS P F—T 24 AR (interface hepatitis) (BLAT X piecemeal
Hecrosis & Ki¥h7z) % & b RoBHIFRSE T, WEEOBE, REHEIFIEHTHS. PMIRE
WHBEAREEF LIZLIEASRS, LEAUNEBR2ETS.
(7) o :

TANAFE ABR~ER), 7Ara—-VEFEE, E7va—vEIRIFEIFRE, Y EreE
Eh e s.

(8) B

TFARTEA NPE—RINTD 5. +45E 30~40mg B) X VBT, #HR L TR
HRITY. BEOWE, FARBREOZTN L R, FEROBGTR, BREREORTSALL
5 L9 REEICIZATOA F2VAEEMIbhA. 2704 FOBRPARTSOERN PR
BIEPITRTFF 4T v e EOGEIRHSI SN2 bbb, BEMALAVFARTF T4
RGBS LI X DB EEERES T, YV Y FFE Y a— VB (ursodeoxycholic acid ;
UDCA) DSHWHNBZ L 0h 5. HREENTIRERLER IS,

Q) F#

ANFAAT O FUPEWT HEBEIFENE TR LV, BELREFEMTbRE VAT, P
BRESERE - RANEES { YEL, BRCIEEICEBITT S, 2L, BICBEEFE,
BEMNFAEORAL L BEMITFEARTH S, HHBSAOEHD FRICALIRS.
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(10) E&fEE

aNFaRFUAL FEERICHZZo TR T2 EWHERFRPEHREZE LRI 250
T, FOFBHICEBAGHBORBELHIREBEM TR,

(1) H¥7OHEA > b

QFIRFRA PEESEHIC RS2 EHEL, MHRBICLEAZRI CEPEETHS. &
12, anFaRyFud FREHEchili Lz v X HRET 2,

(51 H3CEk]

1) FHBLKIE (1996) HTAEESERE, BORERI BRI, R, 37, pp.298-300.

2) Abe, M., etal. (2011) Present status of autoimmune hepatitis in Japan: a nationwide survey,,
] Gastroenterol, 46, pp.1136-1141.

3) BHbfE—Iz (2011) BCSEHEIFEDR - TROHR L 5%,  BAHEREAMEE 108,
pp.7-20.

7 7ha-ERFE=E
(1) B8, &HA - BREE - BEHE :

T a— VR, BRI SRS, IR, FRIE~ERL, FCFSAORED
AbhB, Ly J—E LT, 75g (AREREC3E) /HY L% SEMY KO EYRELEC,
7T — VSRR T 5%, THRBYEOW 2,/3 o%EET, HIHW (W 104) T
WENERET S, BEREICE, =7 - VoRMIZE DI BIEA F LR, FMMERRE,
IURINEYURBADT AL b IA v, BERTRESEET 5,

BHKBERD 0% LIS 5235, R FSMEE, & SICFEE~ORRICILEAZ
TREW ([639). TNI—NViE, bIBEOKHEEDEROK 10~15%% &1, CEIBHITLD,
I X DT LR L R .

(2) ER, 2l
a #ER
TR OS Q BEHERTH 5. 7 a— VEEF £, SR OSBRI A R IR L, 568,

s
- SRR
- BRHRE

638 7HAOA-ILVEFEEOEE



B D T 4% (autoimmune hepatitis ; AIH)
i3, BECRERELTN LTHEEEORELE
Bl X 2 BEEBSEFATH Y, FEUEOLE
KT 5. F7-, BEEEIEFED O FFEEA
CEBRFR, BRI ELAD, FFigE
AT AEMOH A, FHAIE LT, BRI
TANVK, TV, BEYILLLFEE, BX
Mo BECRERBICEDCFBEEZEIRA SN
B. i, BB, BHiCavFaxsol R
IZ & BIBEPEERT.

e B %

HASE D4 EEE T3 B E KUE 1400 S
ST, TEBIMEMICH 5. SETERER I 60 AL
IO -0, Bidl 6 BE
ERRE LTI, BEFEAPOPHE0%, HEE
WHI6%, EBHFEIMILNTH Y, EESMENF
KOFEFHFEIML TV 5T, AEREEREDE
BIEH1/3OEFATA LN, BEFIRIESE, B
JwF, Y=L VERER SN,

ATHIREOHGEO B Sy — itk ) 18
BN RN, 1B H PR R LIRS HiE
DO P BEIIFREL, 2EEHFEY /271
V=41 (LEM-D) 83U HUIF 4 b =15
KO CEEIIFRT . B, bIEOES
BIE 1B NBEL SNTHEY, 1L ALDIHT
Hot?,

oD w H

RATRILRICH 57, R R PER
BB A MEARE SN TVD, RENTRY
LT, HARATIZHLA-DR4, HLA-DRHLE 5 84

DEEFEIDRBLY 0405 E SN TWDE, F
72, HCHEOWEREy 707 VILER ED
BOABEEBORBEERLAKL TBY, OB
BEROWROBF L LR B THEICH T
25 FHE R (molecular mimicry) 2SHEE ST
Wah Thbb, EWEIFEER Y AV 2Rk
ORBBIZAIHE BET AERNSH L2 Lok,

L DFATREFHCHEIIN T2 % EERED

WAREICEEL TV AT REED D 5, ATH 24
B HERPHCHERIVWERZREE LTV W,
HE B B

TWEEIZ DWW T 4 OFFFEREFHE S hLTw
5. BRI CDL BHETHIEE2 E4E$5Y
VSRR DA SN, Th21Z -~ Thl B9 A
M A VREREIOREEANL - THIIETH
5 ThI7THIBOBEEPHRES N TEB), Thbo
FHEPEA VS — THIIE S ATH O R BEE K I B S
LTWwaEELZLNTWS, —7, HIHET M
TH 5 Treghifas, ATHEEORMF TR L,
HIERE DR &0, HIEMEREORYE - BiEY
AR XTS B SREEROBAEICHES L Tn5
EHEHESN TS,
oe & B

1. iBMSEBIIERTA
ATHOEREIE, 4 ¥ —7 x4 ZAJF4 (LLET
MY — 2 3 — VIR & IRHR) % £F 5 1R IIE B
FFETHY, VoS3 WEMEES X O
b o ofiok L7 FIIR S & O mEE D
R, MR SARSEE T O I 0 15 =T 5
B NE T DS 5D BARIBIE LSRN ) %
BB 2 L OERAENE AR B (1), =
D k> RIBHEEBIERT AT, 7 A v A PEBHERT 4
YEROERETH Y, REFENEELTIES
v LA L, ATH TR Y A4 V2 BB B IS B AT
RICHAT, TEMBEEC MR OER - B
BENL, FIREACORER T - IXEH L BE

8¢9




B R AT
DHEAR U PARRERIC
DA VR =T T A AR
. emperipolesis. FT#ERZAIC
R MRBEE. fRSiEs

kg
—

o n oo

Al AR OIERRFEREEM, 7A b—
VA, BEEEMBEIERICHBETL LR
D, SIS, BRSO 556
bhHD. I, BEHEC -7)EIE, FFE
B DR A D DORFIRIEIE L ZLE T R M EESE 72
EOBABER, SO IIEENE~ERED
FEFEEET 5. /2, FHRBOBECMATE
EHD AN, PR L 22FIRIBA MR RN
KRR SN FlEO T By M EESALNR
5 (1), FSHEBRBRETING DBETNTH
RTEHEMIEINTH L, BFHEOSVIFL
ZATH DRBZBRONEFRRTH Y, B4

90

U2 RBER R A HE D IBMNENIESE E BED M 42— 7 =1 AR (K 538
lcHonfzFElEnty b (K.
U ISBROEBAZRD S (K.

SEDENEHENDD, EEFFBERIC

2\ EEEERSS (KM).

FRATIENZ2FFHER T BoH4, ATHO
WML EE) NETH L, HEBEIIEBMEEL
MEFFREZS (primary biliary cirrhosis ; PBC) %2 B %
HEALERSROBBMEEZZ SN TWAD, AIH
L CRIBMIES T, FFRAMEEREE (K1) L
JIENBEEGELELIEZD6NS,. L,
JREREDOADEETIE, PBCOBERE KL
ATH OFF REPREEEGR & ORI EH L WES
ﬁ%mf
ROBUWEEIRT L0, HHEERAH
7)1/ TELMERORFEER & LT, emperip-
olesisBEH T LN TwE (1),

emperipolesis £



EE AR (1) > NER) LR (RFAERR) & @
RIEFN L EMERT, ROBEFEIEL, BE
ZMICLEELHBEREATHS. FlzoEy
b EESICHFAMELOBRATH CHES R,
AVE =T x4 AFRDEED M HET
%% BIE, AIHOBWEEORERROO LD
L LTEBRBINTWASDY, B BEEMEF#IC
ALNBFRELTRESNTEBY, ATHOA
76 TREESEFA 2 RTMOBECTH HET
5. B, BEOHERA T, MEASOKH],
THE b= A & DR EEE 2B E DS
emperipolesis DEETA I TIZRE S BET 5
720, WHREILE S TEHFOEVWTRTH 5.

2. fAMERYEEASE

T A VAL THC LN T S EMEFEOM
BEIHEB L CEBESE (ERFEES, F
RS BHWONE, Thbh, BIERKED
2R (JEEE  Grading, Activity) % A0 (minimal,
B - RERT R L), Al (mild, BE O -
KIEFTR), A2(moderate, HEEREFDIEE - JI5E
i), A3(severe, BEDE - KEFR), ¥
T iRAEIL DR E (R : Staging, Fibrosis) % FO
(no, MMEIL7 L), Fl(mild, PIBRBIODARHELEIL
K), F2(moderate, ZEMEMEARAEIL), F3(severe,
INEED DT B %) ZAGHEMAMEAL), F4 (cirrho-
sis, FFREZE) 1240489 5 (BRI, TTI-A. 7 A VA
W IOE L BR).

(I mEEm

FFEZ X ATH ORKBETH 225, AIHOMZ
BIOVHELELZETLEMNDL D5 (DIPE T
64%Y). AN AEIFRELE L BT 5 LS

TS, FFREFECEREF TS 5. —

B FRERIEARTM 2HREEEZ 5N TS
W, AT U4 FIREDER L TR 2 FF G
EWL olGE, BEOWED L WiFHw
PRAEERREE D X CHFRERE A E LA Z LI X
DHBEORBVERT HEMALH L. 2B,

B RO Z (cryptogenic cirrhosis) D547

CBRZEE LT, ATHRIET o — VRIS

(nonalcoholic steatohepatitis ; NASH) #5% < &
FNTVBLEEZLNRTNA,

[ L 2 g

ATHZWOEKIBASBWCH Y, 517 fF%
TANA, ThI—)v, ZH RENE[FET LV

a2 — VYRR I 2 (nonalcoholic fatty liver

disease ; NAFLD), NASH], Z#0fboE T
MREBICEDCFEEZBRATLLE L D D,
4 O BEDOBEIIIFRRIERE S0 Ba W%
SWHBNETH L. BT, 74 VRIS L
DEINIHE R HEDE <, Mk FHAE R T4
WNH R BEEFBN 0, b EO ATH Bk
NemAT, EBRSWERIILILZAITY VY
AT ANBE LD, BIE, ERHLDHELEE
LCEBAH Z Vv — 755 0 1999 4E 5 ETHL D (35
1B LU 2008EDHHHRTY (£ 2) »AE T
. WETHUIERREMETIEH 575, EREO TR
HEVRAR, HBWIRHEO D DRRE R ERL
REORERETHL. —F, BHITHREF DR
ER B L BRI A% BRI S N 2eTh
5. LvL, EBEEIE, ANIFEB L UAETR
£ %0 7% IoGI&ME 7 & D IEE Ry ATH 13 Bt
ENBHEANCH D720, EWHITAIH & S &
Wi hro 7RI T IREET T OME D < &

THbH. T/, FEREYICATH OB R85 K.

B 58 2 LIRS B 250 D, NASH ©
NAFLD ®# 1/3 TANADHRIE SN 5. FREE
B12 ATH & OB BN HBIE S Tl b 5%,
BB UFRIE TN L & CEB LI BIFS 12

DTREFLETHS.
IV. Az

o2 2HEAH

FRIRE I BERFRRRDORETHIEY 5 AIHD
MHoNT5, % ITBEEEIERF I b S
Br il LIERATH LY, HorERGEE
EbLbFIcBErOBEOFMABEGEENALNS
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R1 WETHR ERRE DR AT A WTE 2 (1999 4)

) PBCPPSCled+bN 2 BEMRERE
-AFEEEEA ‘
- FRE A ERE Rt
-RREER
RDILEZEH - BEOHBERIS

o omAEM® o A" . mAMR A H
e g5 , C +2 e
ALP t AST(H 2B UMEALT b B —4
<15 +2 el +1
1.5~30 0 THES
<30 -2 <259/H +2
mESO7) vEflElgGER FRES D) >60g/ B -2
>20 +3 AFAERIATR
15~20 +2 A =T T AFFH +3
1.0~15 +1 U B ERRe R +1
. <10 0 B0y MR +1
ANA, SMAB B0 LKM-1 EEETRTRL -5
>1:80 - +3 BRERE® -3
1:80 ‘ +2 HBDRE -3
1:40 , +1 OB CREER +2
<1:40 0 {SHNEIER
AMA R4 —4 fBORE TN B IEEGE +2
XY A VAR —H— HLA DR3 % %L & DR4 +1
B -3 BEICHT DRI B +2
=4 +3 =t +3
e ki )
SBERET AIHEESS 16L0E AIHEE2 10~15
AEER AIHBER 18LLE AHEEZ 12~17

[Alvarez F et al : International Autoimmune Hepatitis Group Report : review of criteria for diagnosis of autoimmune hepatitis.

J Hepatol 31 : 929-938, 1999 X b 25]

AUREACHERERN ATHH 5. &% AH
THEFHOBEAIHICE_MEYY LY VS
i, FIUATIF—¥, y-GTPIEIIEET
H, BZIMFEIGCR y 707y »HMEAE % FEB
WL, BOIEDEYE F B ORER b H
D, EROEREBREECIIZWITE 2 WEFD
S, BENCIZFERIZ L 2RERRSERTH
D, BEYHEITREECEULER S -0 Th b
w0 B IR JB B O zonal necrosis (zone 3 necro-
sis, centrozonal necrosis) 28 Th 5 5% (2).

T/, BHEATHOREH THAREMBRES X
Uk b O RE OBEFRICH_RTEET
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BHAHD, FIRROELDZ L WER S H 5.
b PBC-AIH A —/\—3 v JE(ZE

PBC & AITHOWF OREFFEEEIZ, 5\
S EEEEICERET AERNE, HERPBC-AIHA —
N—=F vy FTEEREL N, BEEFOREILD
WTHELNTEZ(K3)., Lail, mEOH
BEAIH 7V — 75 D53E T, PBC-AIHA —
N— Ty FERERBEOERIT ATHAREL (FFAEE
1t) 258EZ 1k L 7= PBC(PBC with feature of ATH)
LSS0, $€3E O hepatitic PBC, FF#E
PBC& b XIENTELEABIELT L.



F—=N=F v TERHROBHEREL LT,
Chazouilleres & 'V @ # # (Paris criteria) ® 13 2
12, AIH R4 QBRI BB ATH ST ¥ H
ENTETVE, F—N—F v TEERICIT YL
VFEEF I VBRIZMATATOA FIEED
BERPERE ENTWEY, EL3EEHEN
OFF - EEREICE T 2REMFIEL )[4 —
=Ty THEEH—XT 04 FEEDDO%
HEEHDHRIB SN T (R3). THUEPBCHNIE
EndopWiEErmi-sdoL L, ATHEN
HHRER ATHZ WY —HEE LAAEL
oTWaAEY Frbh, HHGZEOEHE (R
DI L CHEAERBE SN TS PBCIEEES
HDFFJMEA 27 (hepatitic activity ; HA. 4
FTI-F-1 EEMEETEFEE 2 28]) 2 Fv
T, HAO~1%0&KA4 > b, HA2% 1KA >V},
HA3Z2FRA P LCRIETEHDOTHY,
SGERAHZHELEDRERIIETN TV LEBE
FEIH? emperipolesis b RET L LEFRZ L, B
HEWFHIIE R & o T 5,

%% lgG4 BEE S ST &

ATH & SW 8 W C & 72 BE 0 72 212 s 1G4
EEEDOEAD Y, 1gG4EEHCREETFE
(IgG4-related autoimmune hepatitis ; IgG4 g &
ATH) & ZiENRTWE. bAFER S OB A X5
Wz kB, 1EAH ESWF S N7/ 3% D%
B 23107 IeG4 & E (135mg/dL BL L), FIRRELA
IgG4 B ML 10/HPF BLE %2R L, . FFA s
BEOBEATH ICEEMT 2. Shs0mEplit A
Fu4 FEISHED BIFT, BIRBESENTRLIYL
BLIEHMESNTWS, B, HEODAIHZ
WrEE e T3, TgG4 BB ATH % < i35 # iy ATH
ELTCERSNTLE) EBDbRSE. LaL, v
THOWRED X704 FIZ X BBENHE»ELS
WETHY, MEEZFTTLEEBLICEERICD
WTESRBRRETTRERETH 5.

&2 M5k B ST R AR IR (2008 )

1) BEHE
TR D D WVIEFEBE AN 408 . 18
TS 2 WSFIEBBH AN 80 B L 25
HBWNE  LKMIURRN 40450,
HBHWVE SLATURD R

2 lgG1E
EXHBEHBAS 1
FH RO 1 E5B2 5 =
3) FHERER

CFRORRICMAT, O Y 2—7 1 2B,
O@FfffEnty &+, ®emperipolesis
Typical with AlH 25
LE3DORR(O~®) EITRTEDHS
Compatible with AlH (5=
U2 INERE RS IBERRERD DD,
LEDREE T RTULH S END
Atypical histology , ‘ 0=
BERAIERF A D & D DEBERET S
REZESRDD
D IAI)WAR—H—E% 25

NNt (R i
65 P AHEES
758k AlHEEES
[Hennes EM et al : Simplified criteria for the diagnosis of
autoimmune hepatitis. Hepatology 48 : 169-176, 2008 & ¥ tiZs]

%3 PBC-AHA—/\—5 v FEBRE—AT 0O Fig
50D trest

PBC-AHA —/N—5 v FEEBELEZSNDEADS
5, UTFO2EEERRCHTEANICH LTI, Db
VFAFA-IVBICHA TEHBEER O FOR
B55HEET 3. :

1) BEFEDOZEELE (FM22EEM) I LY PBC L2287
ENBIER.

2) BHRERE SRR ERE 2008) LV
probable/definite AlH & BT E N AER. 712l
&2 (Liver histology) (CBE L T, 95B51& % PBC
JEEAEE (2009) DF A AT (HA) EAL, FAX
37 0-1 (HAO-1) & O point, BFR& A7 2 (HA2) &
Tpoint, FF&A 277 3(HA3) % 2point & L TEHETY 3.

[BESGATRIGEORT - IEERS BT 5 AL I (2011
)]
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o

SMERED B D REMITA

a | NEEFRDER (O [CERODBRAS Y, FFRBEICHERETAHSNS. PIIREP) ICLBEORERISES

B3,

b /NERNEROESERICIE, U/ RN EEERMIEE ZBRD .

R G B e

B3 ULk E PBC-AIHA —/\~5 v FEREODIE

]

ERGEAEMBEATSREE A > 2 — T 1 AFFAEHS
ik LTz PIRRISIPY i SR ARES (CNSDC, 4RFD) %585 B

FFREMNICE BREFAHE T NG,

X

1) Abe M et al : Present status of autoimmune hepatitis
in Japan : a nationwide survey. ] Gastroenterol 46 :
1136-1141, 2011

2) Bt FE—13  HORERITFASE - BiEoBiRke S
. HiHEE 108 © 1823-1836, 2011

3) Dienes HP : Viral and autoimmune hepatitis. Mor-
phologic and pathogenetic aspects of cell damage in
hepatitis with potential chronicity. Veroff Pathol 132 :
1-107, 1989

4) FHRBIKE - BCREMFEZ RS, i 37 1 208-
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300, 1996
5) Alvarez F et al - International Autoimmune Hepatitis
Group Report : review of criteria for diagnosis of au-
toimmune hepatitis. ] Hepatol 31 : 929-938, 1999
6) Hennes EM et al : Simplified criteria for the diagnosis
of autoimmune hepatitis. Hepatology 48 : 169-176.
2008
7) Onji M : Proposal of autoimmune hepatitis presenting
with acute hepatitis, severe hepatitis and acute liver
failure. Hepatol Res 41 : 497, 2011
8) Misdraji J et al : Autoimmune hepatitis with centri-
lobular necrosis. Am ] Surg Pathol 28 : 471-478, 2004
9)Zen Y et al : Hepatic centrilobular zonal necrosis
with positive antinuclear antibody : a unique subtype
or early disease of autoimmune hepatitis? Hum Pathol
38 1 1669-1675, 2007
10) Boberg KM et al : Overlap syndromes : the Interna-
tional Autoimmune Hepatitis Group (IATHG) position
statement on a controversial issue. ] Hepatol 54 :
374-385, 2011
11) Chazouilleres O et al : Primary biliary cirrhosis—auto-
immune hepatitis overlap syndrome : clinical features
and response to therapy. Hepatology 28 : 296-301,
1998
12) Tanaka A et al : Primary biliary cirrhosis-Autoin-
mune hepatitis overlap syndrome : a rationale for cor-
ticosteroids use based on a nation-wide retrospectiveé
study in Japan. Hepatol Res 41 : 877-886, 2011
B EF & FREETETEEL O —N—=F v 7
H 45k 108 : 1845-1851, 2011
14) Umemura T et al : IgG4 associated autoimmune hep-
atitis : a differential diagnosis for classical autoimmune
hepatitis. Gut 56 : 1471-1472, 2007



|gG4 BSsERE( L IR 2
(IgG4 B E R N AEE L 5T)

b.

WALHEREE KL, Josk, REM URSEEE
JB% %% (primary sclerosing cholangitis : PSC)] &
BEEME (W) IC, KlEnTwiz, Lal, &
4 1G4 BB LR E ROEBRSDOMILDB &
DEBOFTMAEA, PSC &I SE(LERE K &
LTH b L) ickotz.

1. mzom=

88
ca

ToGA BB E &K1, BOREERKE
RFELTHEHEIGLBERBOEEREL L

TEHLRBIENTESL., LrL, BMTHET

BIEFNTENT, %< I121gG4BED B T REH
JEAR AR ABE L, RRICHENIEE WA & R 5 FER]
D% <, BRBERICHETS. WThOBEHFICE
2 L7 TgGABIERATY, M IgG4fEDEE (B
#135mg/dLLL L), EHERTOBED 1gG4
MIEMIEE, AFu4 FIBESZERE Vot
CHEOEBBEIRL, TSI CEEBSEEN 2
RREZWFHRDAONS. B, RENHISE
NBEOBROADMEINTNE.

29
@9

ToG4 B EB LR £ 0L T CHREEE
KEEBL, HFEIZCOWTOEBRE 380 & H#
HENRTWBED, WEZPHEMIIAETH L. T8

B HORAEO B, BRINHZEOFLEL

D, FRELTRASPONERETZEHED
FRIZK T 5 7 LV F— RIS % B CRERF
EESRTWA HEFTHREINTWALED
PR (BCHE) & LT, HldE, Vo< R
FDIEHIZ, Helicobacter pylori @ plasminogen—
binding protein (PBP) & X2 Kt % /R 3 B E
" # B8 @ ubiquitin-protein ligase E3 component
N-recognin 2 (UBR2) ¥, heat shock protein 10,

_14_

amylase alpha-2A, pancreatic secretory trypsin
inhibitor, carbonic anhydrase I2Sfi&E ST\ 5.
e € BERE

IgGA BB LIEIRE L 280 IgG4 B ER B D
EBOMBRET — & OF#E LT, MMHIsGe
B (135mg/dL Bl L), FEREkE S, IgE, 1oGE
5, BOHAEGE BEET?D 5. IgG4138k
ADGEEZOTY) v IgC DR 4% &5 b BRI
WAHET, IgC4BERETCEEEEZRTY, 8
FUHFERE, BERFERE, 7 hY-MREE,
WA, FARBLETHEML, IgG4REEREIC
BEMZRTEZ . F72, M IgG4EAME
B IgGABERBDEF DHRE SN TN B,

X F=y 3
P Re

IeG4EERBDREET LR L LT, THEEK, -
FORBR, TRER, REWEER, M, RLIR, B, B, JE
HE, B OE, WRR, RER, BB KR,
Y USEIPIRESNTEBY, BEERMLICBITS
IgGA MR EMBZEIZBOBETH Y, B
B2 X o TR X 2L L Baro.
ToG4 BB L IEIRE K13 & H 1 IoG4 B ERE R D
B RIEERET, A - RS RfHEIz
FAMED D WVIIRBEOEL L SAEZ RO 5. 5k
FEERAL CIEE RO BEILE & Z W 2 KIE % 520,
REIDSHERET A LBSOBEREIC LV EEL L
DEFREREET 2 L)W 0B, T/, BERH
LETAREVSEET L EEERERZD, wWhY
LAIEBIER LB SN CEREETRT. B
CREEREE, BEERERELEOMIEHREICL
D, 10X REIEET 52,

IgGARG R BB O (b F5E L IR (IgG4 ML
KIS) B L ML OTERY & -THFE & LT,
FAPAAVBEEFEELEZONTHRS, T
bt Th2 B T M ASEEAE T 5 IL-4 i BAllaD 7
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sclerosing pancreatitis
sclerosing pancreatitis

sclerosing pancreatitis

and cholangitis with mass-
forming sclerosing
pancreatitis (pseudotumor)

sclerosing cholangitis

with mass-forming sclerosing
pancreatitis (pseudotumor)

sclerosing pancreatitis
and cholangitis

sclerosing cholangitis
with hepatic pseudotumor

1 IgGABBERELIERRER, NMELBES, SCREEEXOREDHEAEDYE
[Zen Y et al : IgG4-related sclerosing cholangitis with and without hepatic inflammatory pseudotumor,
and sclerosing pancreatitis-associated sclerosing cholangitis : do they belong to a spectrum of sclerosing

pancreatitis? Am J Surg Pathol 28 : 1193-1203, 2004 & b ]

FGAAL Y FRFEL, IgEH B\ ILIgCLHE
DEAERT. T2, HEETA NAA4 0 THB

IL-10131gG4 EEE DREMIB O LFHES L U

REMERFICEE TH 2. oG4 BIEMALIERE £ T
iFIL-4, IL-102%& N5 Th2®BY 4 by o1 VB
B3 X O TL-10 B4 04 T #08S (Treg #HAE) A5
PSCR BB H M EEIC LN TAEL TS
D, RALHPOEEICZLAYA M A VEBEOR
7 H31gG4 BEERFALIERRE 2612 B 1T 5 1gG4 FUE D
FEICEE LTV LA ST 1B,

86
@6

A DOFREEIEE ~ FFFIRR R B L UFF/HE
ERIEFOEEEZEL, <5IIFMEEAERE
E~HAEEICIEERENER L ST 5.
IgGABER L E R CIIIRERELBHOUF
AMESSE L IREROEEZ R L L, FICBEE
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FIREE ORI X ARET, WML
LABRICO A LELFTRATH S (M2). #iE
b,y —v & LT, BEOREEELTIIRS
KIS HEAL (swirling fibrosis) R fETs L A ML
(storiform fibrosis) 2S4E#LCTH 5 7%, 1gG4 FAER
LR R 42 C b B LT B 2B TR
MEALRRRO L, RERY VSERIEEE T8
THEMEEMRERE, LR Y, iTREkEEE X
. TFEEEREER ) VoONEBROTR L HE SN
(3). F72, REOEEITHER L IFHERE
HEAICH Y —BRIHEO DS AMEILIEE
7Y, PR LRI I B R
TWh ZERE ., T LARENERIEEED
SRR SRR COBENE o, BE
T E# R 45 (obliterative phlebitis) & L I¥h 5 &E
FIRIR M CRAbIc L b, BRVHETAELE
BTHA(X3). REABIERREAIIT, 1g6G4



E2 BEREEELESH
LTz 19G4 B (L 1A
ERDURGE

2 BABEORENE CE

BEARRS ().
b BELESE REEE T
UBE (KB £RT.

=

o

93 |gGARBL AR E A DB RIGHE

a  BEAREEEBOMNIE & SR,

b PEMISEOEIIDBERNET, FBERLEDS.
C . ERERIEERIRA (RED). EMHEMERE.

d: ZHDIgGA T ERRERED 5. 9G4 RERE.
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AL e
izt 4
,w;;l:g, ;
;{5;. é‘; o
A

SR
M4 lgGABHEDITAIERIEE

a . FIPIEBICERENETHE RS 5 (KM).

b 1 15 L A 56@4E4 L (storiform fibrosis) & AREMRRREN S 7 D HGED.
C . BWOIQCARBTEMIARDD. 19G4 REaRE.

BRI 28RO, HEERIRAEHREE

- e , II. 2 m
B b IoGA B MBS E A A b b (K3), 20 v
L RF R, BRERAITISR S n A st (FF B, [cCABERBOAEN L BMERED &
AR R RFRBIESE) 7217 T2 ¢, BEEIC DR VIR L OB IERESNEE SN TS, [gG4E
BORENRLNDL LN DHD. BREOQEN R BIEE L LTid, QMG

- IeG4BAERALEEERICA T 2 SEMBIE ~ 1E135me/dL Pk, @IgG4 B iEMNE 435 IE AR
B ICHMMICREL, HEL CONHRERT BHTI0MBELUET, IgCHEMIZD 40 %L E,

THRIET 2 Z &% <, FFIEMIEESRE & O&HH° BHITehTwa?Y Zhicimi, BIE, IG4H
ML 2 5. 1gG4BAE O JfEEBIEE T L ERELHEE OB HEBENFESRY, BE
ARE Je D IR B9 20 AEETIR O JHEFT R0 ¥E5h & 3R MR REEER) TiF, OlgG4BHEREME
S, IgGABSERE LR E £ & Rk, U vtk B (107 B3R L, 5D 1gG4/1gG R AR L

T E M AR IR 1 % £F 9 MM % 2 (lymphoplasma- 40%ULE), @FBEZ) VKB EMBOEEL
cytic type DHFEEBIER) Th b, IgG4HB R MR R0, FHEREET R OREES
BHREELSEFED LN, A 5704 NGEICE Ik 4¢ (obliterative phlebitis) & & W 2 G SIEIEHE
Wi a2 (ma). 1t (swirling fibrosis), @Ftir L A #E#EHEAL (stori-

form fibrosis), AHFMAIREMTTRE LTHITH

146
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nas.

RIEWBEERIIEERE L RIS 501
WAT S B HS, TeG4 B EREAL M RE B 4 1R
HLRREEREL I LRI LY.
72, PSC, JB%E T 1 IgG4 BB RE
ClogGA B MR B OEBIDH Y O, EEE
B2, AT 5 oG4 BEE BT IRE R Bl
REZEIEALHEIN TS, 51T, MF
ToGA T AMEAE O TgG4 B 5 B o0 i 51 <o R Y R
2200 IgGA B HERIFAEE O Z L\ 1gG4 BER &
OEFZESWMESNTEY, 0L REFD
BYHFENICOWTIRESBOBETH 5.

X W

1) Frulloni L et al : Identification of a novel antibody as-

sociated with autoimmune pancreatitis. N Engl ] Med
361 : 2135-2142, 2009

_18_

2)Zen Y et al - IgG4-related sclerosing cholangitis with
and without hepatic inflammatory pseudotumor, and
sclerosing pancreatitis-associated sclerosing cholan-
gitis : do they belong to a spectrum of sclerosing pan-
creatitis? Am J Surg Pathol 28 : 1193-1203, 2004

3)Zen Y et al : Th2 and regulatory immune reactions
are increased in immunoglobin G4-related sclerosing
pancreatitis and cholangitis. Hepatology 45 @ 15638~
1546, 2007 .

4) Umehara H et al : Comprehensive diagnostic criteria
for IgG4-related disease (IgG4-RD), 2011. Mod Rheu-
matol 22 : 21-30, 2012

5) Ohara H et al : Clinical diagnostic criteria of IgG4-
related sclerosing cholangitis 2012. ] Hepatobiliary
Pancreat Sci 19 : 536-542, 2012 ‘

6) Harada K et al : Significance of immunoglobulin G4
(IgG4) -positive cells in extrahepatic cholangiocarcino-
ma : molecular mechanism of IgG4 reaction in cancer
tissue. Hepatology 56 : 157-164, 2012

7) Mizutani S et al © A case of IgG4-related sclerosing
cholangitis with a normal serum IgG4 level : report of
a case. J Nippon Med Sch 79 : 367-372, 2012
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d1. mzom=

X
e

TEALMERRE 220%, ERMEELEEE R, oG4
MLEME LIRS ML L 7R B A+ BT AEA
Wiz, MEEESFEBICERT 5 2k
ZEE) REALPEARE 20 R R BR O e Bk 7 FEA LR
BERIHDHERDTY. InbOERYLFEL,
FEEMREACAEIRE &, 1oG4 B ERELIENEE & [
RIC, REZ VO OBEERBEOMMEETELL B
BEofkse, BELZLOTHY, HEICL- TR
JRE OETHERE L E RO AL, BHET) -
WL BT R & 2T

@B BERE

ALP % yGTP 7% K DR 9 o #IZBI ¥ % 4%
BERERRTN, MEBICED TR R BERE
THHHO 212, BACHIRES KR ORE % Kk
TRABRNET—A—E R\, LAoT, LiE
LIS 2 3 TRES NS ERNIS W,

22 C THRMFEMEMIEEADRRES L UEE

TRMERB LIRS KD E 7 B EEL AL, JEE
WELEThE BELRMBEILEESNSLY
A MNBA Y, FEIA L DIBERESY L
2, BEEMOR L BE, REREOMREED
BB &L UM LREOFE D b Y B L EE
RETRTODEEZLNLY, ML TR
FEREBIZINSEFSTITH A,

1. BIEMSRIC & B LRER

COEEER, REMR) -7, BB RS
BIERTE, BHICHTUIR 72 & 0 EE RS ke &
X7-L, JBEBESENLT L IS o
PR R L VTR E AERT B, REK

e

U
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£1 TREBCEREXS LURRRBEEEC R
[
98 FRE O
R GEeiE)
BAZ RESEREA {ERRIERRE A
58
BEE R F Al
REEREE"
R AIDS ; fEER
YA b AAODAIVR
H4ER
=) [ERMEEER EHNEE L
B CERACLSE | REE
EEE :
=i FrENRRAZEAE A BiRIIRES
FriSRER ORTENRMAS | (AT ) AR 4 &
PiEM ~BREREE
S£HEnER HMmER
EHEES
FRME FREBEREE B | BRICKVE
EREEG L) )
EERE follicular cholangitis BEEX
(GafBtRs 7)) mast cell cholangiopathy
eosinophilic cholangitis

* L BEFRMEECEEEA D 9G4 EEF (L IEEE A I E
B LURHRIERN

[Ruemmele P et al : Secondary sclerosing cholangitis. Nat Rev

Gastroenterol Hepatol 6 : 287-295, 2009 & ¥ 2¢Z5]

OB HEREE 2 (LATHEE K) 0403 HEEE T
LD, KSR, KEEECIZIEMB UL
IRVESRAE & AR D DRI U b AR R L, W
4 BB I3 4 DR OB R biliary
intraepithelial neoplasia (BillN) #F % 7% & &% 889
5 (E1a). F7-, %A follicular cholangitis
BOL-EHR) VNBRERE R EANL D
5 (X1b). BEFBILLZEHTIE, FERET
i, Whw BN AEREEORYERT. 7%
b, NEROHEORR S o ¥ (LR L 7o BRI
wIZREHR) . v X—MRIC & BB EESA
S, JEH D oEoOEEIZXY) . FREEED



1 TRIERELIERRE S (& 6 IS PBEEYIREICIREIES ¥ fx LIEf)

a : FFRBEE (S6) [CBRA % & fc LTS D UIBRIETT. AFFIRROARRE(C, PHERBEOFENME LR LIc LD
BEMBREAZRDS. BELRIEHBEL, USAZET 2.

b : PAEERAAAREYIRETT. FEHE LROETIC, 280U v/ UElE 4 SBLIEREROBRETRYT.

JR#fifg o £ » b (cholestatic rosettes : L5k L 72
EHINEE AR S IR E B ICELY BT 5),

biliary interface activity & ¥ &34 cholate stasis
(B BROBRE ZIFE LA FHREEICEDF
MfaASEARRKIZ AL T 2 15), MIPRE G, SYE
MIERED & 5, FIIRIES & ONEE B DMt
bz &7zL, DRI EFEEAN L ERT 5.

22, BE, BYMHEREORELERER
AIDS B B 12 A 5 1L 5 JEERZE (AIDS cho-
langiopathy) Y & LT, #A4 P AF T 4 VA%
FEHE(ZVTIPAR) VT L, A7 TRRY
U A) O HFRBEEIC LD RIS 5%
PHIGNTWE, [BEREZ S THFOV LD
& LT, Cryptosporidium parvum 5B B EE M
fEiZ Fas/Fas ligand R2 - LTCT7 R M~V X%
ETABESIRESRTNDY. F7 FFERC
W BHLY  — VERLE R AR 234 5 8)
WALEBEOMEER & LT, Rk LB sE
BWICEE LREER L LT &2 TERIN
By, BEEEELE JTNTw5,

T3 EMmAREOEERERX
AL BRI & PRI & D " EXEL % 34T T

W55, BB ISRTEN IR 2> S o fRE R BB A I
EELY, BT+ RBEREROSHKTH S
parabiliary arteries & ) SREI N TS, FFEHE
a7 R BT R FFEE IO 3 4 T ek ER
MBBEERT, INOFRBEMEOEEIC LY EIME
DIREEE L &707. BMEEE & TIgREET
(JEJR) AN JEEELBHOERSA SN, B
EEREOFEE BT O H & I8, JoiE % 4k

>

7.

© PRERDFES K URE

TRBFEE L2 A b D OREFNREVEE S L
TV B RRATHDOBEHEEE L E LT, REEE
CHERBE K, IgG4 BERLEIRE K DIZD T,
mast cell cholangiopathy, eosinophilic cholangitis,
follicular cholangitis 72 & & S N5 B RS 22 4
BEEETHIRBREERSMES N TS,
mast cell cholangiopathy (&, 8 % i D
BESEY T, EmMEYS SO TCGF-4, basic
FGF, LAFZ 3V, MU TH—EhEDEHAL
FERFOEAICLY, BHEFAROBEAESCBE
WHEOSHR B REL, BIMEE &Y,
eosinophilic cholangitis IZAEEE % & 72 JHER 12
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