BB E LT, RIGBETHHIZINSED FNT VAR~
B IEUEDTLEL TWA I EATRENTEY, UDCA
DIRB T T v AR—F —{EEZ S HIEELT 5 2
LI LB DM APEHR SN TV, SE0FkL2 D
ERITEA A%, SR ENFED
VETH LD, PBCEEIZX T 5 UDCA OHLAET
I of, PLEERRE, SEIREENS VAR —-F -0
TEHEALRP AT ER SR OFIHNIC L 5 b DTl Wil EElE
REWEEZ b7z,

UDCA Z## » v  JET B (CA, CDCA, DCA,
LCA) LB L TBOTHAMETH Y, MREENME
&V, UDCA I X B8RS o, JLoEER O
B & LTid, MEEREOEREE ORI
% replacement fERDNEETH L LE 2 bz, T
IZEoT, RENZEREIZL > THELZIF M
fa, FEEMRLIC BV THEZE BTSSRI S, HERD
AT AL 0 LHERI SN,

E. ¥ @

UDCA #5113, PBC BEDOFIZHB T, FF U A
K- —FHPPRTHRERBERET I CEERELE 5
25T R PR S o, PIREMERERL. &
DT XY, UDCA OELVER#ERE L LT, Mg
EPE DR EE ORI EEICR 3 4 replacement {EF 28
BETHLEEZ ONT,

F. fEREmRIEH

FiZz L
G. BRRR
1. B

Honda A, Tkegami T, Nakamuta M, Miyazaki T,
Iwamoto ], Hiravama T, Saito Y, Takikawa H,
Imawari M, Matsuzaki Y. Anticholestatic effects of
bezafibrate in patients with primary biliary
cirrhosis treated with ursodeoxycholic acid.
Hepatology 2013;57:1931-1941.

2. FEIFEE
R ®, Wl IE, BAE—, BHRE EBEFS
2, AR, BEER. HLSSEBRICBIT AR
RYIMAB R BRI 2. SE3bMmI AR MeifsE4s  20134F
107, #LIE.

AR EREO MR - BERL (FEZED.)
. WRFIUS 2L

. ERHRES 2L

. oM Rl

w N o=
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JEAESERAMREME AR EE RRI R Grattr s
RIS E
MBI BT B ESIEIEHEFEZ (PBC) 12k 2 IS OB
WFge4HsE B+ 9 EERSRERESAWER  EERESRE #8dF

WIZEE R B EREZL (PBC) OEFTHIEIFEARTHY), HBHEVPRIZE—DIRGNHEETH S &
A B SN T W A, HITKRFEIZBITS PBC ITAT 2 M AEEITFRAEEEG (n=85) #MET L7z, BHIIRL
DENZ &Y BRIZE o 72K PBC OBREASZALLTEBY, FOERELTY VY F4FYa— VRO
READHEGARE I N/ Tz, UEFCIFRE L HEAT L 72856113 5 FAFES9% & IEPBCEME L L TD
R BIFTH o7, PBCEEZRDIDIZ1IHAOAT, BRIZLDLZ7T 7 PAEIZHE S TIEERL TWi
WS, SR L EEICEREBEBIESVETH L EE 2 b, T/, BIEIFERME % 1T S NERIZE&ED35%( 3
/85) 1ok FoTHY, BS54 LB EZOMMAEES IS,

FLEGE
L
HA AEA
R EA
He AR

BRURFESER AT s R
WRARFEFH  ANLEEREREs R
WHRRFEEFE A LEa R
REOREZERZER  Mar B E AT

A. WIFEHW

BEISTEIRTEIFREZ (PBC) &, B OB MIEE
BE - I X o TR SR ebe T L, #4176
TIREEFIREEZE 2V LIRS %2 E T2 EFHBAR
Bz, BiGHHEEES L TUFRBREISEIREO—>2 &
nho BAEM O PBC HHEDME SN TVELY, &
DEFERERHIRNER IV PHGROEMIH 5,
F72, BREMEEOZOOIEYEE (IVYTFF T
I — VI [UDCA] O IERL B o5 72 &) 12
ODWTHREFOERIFFALDE o TRV, £2
T, HERIZBIT S PBC 23T 2 IFBHE O BUIR % e
L/f:o

B. #FgE5ik

199642 7> 520134 3 H ¥ TR, PBC 12 LTI

B Z T SNSRI T7 4+ 0 — SN2 BT O

WG e L7z .

(1) BHEIZE - 7EF O BAER B ORI DV TR
*ﬁ Lf:o

(2) BHHZOTH
12720

45

(B - BHEE) IOV URF %

C. MFEmH

19964 70 5 20134FE 3 A £ TIZ H R IZTH2068 D [+
il (ZEARBTREAES0260, BMFCRFRERELSH]) AShEfT S
7zo D9 %L PBCITH L CTIFBAE % fifT S L7 EH
138561 (LERRTREAES2BI, MHIERFRME 36) TH - 72
BEERIIOWTE, WHEPT2% % 5o, FEnidsl
TR THo7z. HOREBEMFE, FFHigRE HCV
GO &Lz 4, 561, 3FIIED. B
FEEF D MELD 2 2 71219+59, Updated Mayo risk
score 1394+1572 572, FF—OFFIZIOVWTIE, &

PED346% % 5, FEFIE35 128 T, 84% Mg
PoED A=Y aryTholz, MEHITEFT—%F
7Aoo 7,

(1) HAEHZTPBC OMEATIC L ) FFRMIZE - 7R
w, BROSHAT S 2 ERINIZ 7V — T L 72
[Group 1 (1997-2001,n=29), Group 2 (2001-2005,
n=29) 1, Group 3 (2006-2012, n=27) Jo 32N
V=TT, LYY hOER - R, S50
MELD score % updated Mayo risk score (278 &7
RO, o7z (p=ns)s —FH T, Group 1DHEH
WM O28E L 0 b EEFHIRE O EPFERSME o 72
(p=0019), FIZ, BEOBMIENIT L, ZEIFE
BT 5B EROL (BHTFARE / IZEFE
FEI) PEEICKE  (p=003), FEH L7z
%2 L72ER (Scheuer S IV #i) OE AN
Moz (p=003). F 7z UDCA O¥5-HAM IZ#EFED
JEBNE EFEIZE» o 72 (p <0001). FHIFER
/IEHEFFEFEL L UDCA OG5 HHOBIZIZAED
B % o7z (12=0.151, p=0.001) #%, UDCA @
WEHEELOMIZIZEE LR MBEERIZED -2
(D:HS) o

(2) PBC X3 A F AR D 5 4F - 104FEfFRIT 2
NZNn8I% - 84% &, FEPBCIzxtd A EHFE (5
£82%, 104E79%) LI L TH#HEL o7z (P=05),
Cox hazard model & FI\W 72 HT12C, BT O EE
Earbld, WBEZROFRICEEY RIZTTHETFIL
W s N o7 (T p=ns). FBMHZD AR
WML TFH54AH 72 o 720 RIBIHIFNL, 27109 4
AN —Z (= MMF and/or Steroid) 237051 (82%),
T UARY =2 ([F]) 231561 (18%) 72-77,
7 4 u—Hifd, 2960 (34%) DRERITEMEIEM K
J& (Biopsy-proven) % iBsb7z4%, @B AEIE
B CRERRIFI OB &) 12k )ik L7

F7:, PBCOHETROZDIZIHADATH -
7o (%HET%4.84F, Scheuer 74 Stagel) o FHEEHHE
s /- % UDCA 2" B & & 1 72
(600mg —1200mg/ H)o D 1675 7 M4
WCIEE-TBLT, 70— TEETEER >
7o (HE T O A B0 B #£844F, Scheuer 448
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Stage2~3),

D. % %

L BRI L T 2172 PBC OJERFNIZE, &
FEOREF L B LT, BEEFHIREOESMHENSEL, I
i (B L UML) 12210 <, UDCA &M
HENE W B D -7z, FiZ, UDCA D58
M EWIE ERHIFOT A XS (=FEHEH R
W) W) BEREH o7z, TEo T, UDCA OREfE
AEEBMES LD, FFERZ M- THEMEHEIC
HEATT 55 4 TOAE (=@EIFBEL TS
ToHEORRRERR) OMETIZEIRI SN2, EHMO
UDCA #5125 B & §IF 24 - stk - MIRE
TLEZ o THASILT AER (= EEOBAER D
BEERBYUERD) QAT AW REEATRIZ S NTz0 T,
HHERBEINTWAS PBC OISy — ~ (Hepatic
failure tipe vs Portal hypertension type, Nakamura
et al, Hepatol Res 2007) D&\ % ML L T\ 5 AT g
Wb tEZLND

—HT, PBCICHT2EEFRBEORNBEIR
HTHy, MEFETHARLES - PF—RF2 7%
WCRIZTEEIIT O o720 PBCEEL 1RO
12A%, 7 A u—RTEETEFEPCTH -7, PBCH
BIGERT A7 97 MAREIRBHREATIIREERL v
WS, SRHROLEEICEABESLETH S,

E. ¥ &

PBCIZR T2 EIFRBEORBEIIEFTH Y,
ENTEEETH Do WEHIEEIZ O 2 0b &3/
AN/ IFREEITFHEENETT HEFNIIOWTIE, #&
WD DHRBRENBIED L ZARURIEETDH b,
FlafmaErEOT— 2 2E/EL, ABCBITS
PBC ORMNEFHSLIFBHEO Y £ I 7 - lEICD
WCAIER R E Ml A 5T A LED D B TR
FETORFF—DEBIZHELTIEVLDTIER L, K
FRI BT BERFEIFRAED X 5 7 BBV - 5D,

F. ferefaplE
L

G. WrFesE
TR
(1) Pitfall of right lateral sector graft
procurement: supraportal right posterior hepatic
artery.Kokudo T, Hasegawa K, Sugawara Y,
Kokudo N. Transplantation. 2013 Dec
(2) Chronologic changes of explanted liver volume
and the use of ursodeoxycholic acid in patients
with end-stage primary biliary cirrhosis. Tanaka
T, Yamashiki N, Sugawara Y, Tamura S,
Nakamura M, Kaneko J, Aoki T, Sakamoto Y,
Hasegawa K, Kokudo N. Hepatol Res. 2013 Dec
2
(3) Living donor liver transplantation for non-

w N = o
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alcoholic steatohepatitis: A single center
experience. Tanaka T, Sugawara Y, Tamura S,
Kaneko ], Takazawa Y, Aoki T, Hasegawa K,
Sakamoto Y, Yamashiki N, Kokudo N. Hepatol
Res. 2013 Jul 9

(4) Identification of veno-occlusive regions in a
right liver graft after reconstruction of vein
segments 5 and &: application of indocyanine
green fluorescence imaging. Kawaguchi Y,
Sugawara Y, Ishizawa T, Satou S, Kaneko ],
Tamura S, Aoki T, Sakamoto Y, Hasegawa K,
Kokudo N. Liver Transpl. 2013 Jul

(5) De novo malignancies after adult-to-adult
living-donor liver transplantation with a
malignancy surveillance program: comparison
with a Japanese population-based study. Kaneko
J, Sugawara Y, Tamura S, Aoki T, Sakamoto Y,
Hasegawa K, Yamashiki N, Kokudo N.
Transplantation. 2013 May 1595 (9) :1142-7

(6) New-onset diabetes mellitus developing in
Asian adult living donor liver transplant
recipients: a single-center experience. Harada N,
Sugawara Y, Akamatsu N, Kaneko J, Tamura S,
Aokl T, Sakamoto Y, Hasegawa K, Yamashiki N,
Kokudo N. J Hepatobiliary Pancreat Sci. 2013
Apr

(7) Quality of life after adult living donor liver
transplantation: A longitudinal prospective
follow-up study. Togashi J, Sugawara Y,
Akamatsu N, Tamura S, Yamashiki N, Kaneko J,
Sakamoto Y, Aoki T, Hasegawa K, Kokudo N.
Hepatol Res. 2013 Oct:43 (10) :1052-63
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B ER AR RS BRI RS R SE btk SR s 93
VAR LTI i e
PR fE 2 R SS PERB PR AT R 22 O T S8 B8 A B
Woel s mE EE Uk B - RenE g

D—FBBTH LW RREDH Do

MgEER - BHik PBC OFEOEELHBE L, BIRECBTAHIK - MEENTFREETFEHEHLMITA I
ERBEME LT JUNKFICBWTHEMEIFRAEZ 2137255610 54E 75 7 b AEFEERIZ825%, 104E1366.9% T
Hole BMAEFRIIRIZTTEELRTHRAERTFIIHLA S ATy F4LE, BHEFF—T, 1EUEDOS S
7 - O AREGIO LG AMEER, [BUEIEM, PBC B3, BIRPIEMEE, HEMMIRESEOLEE R
FRHG R R L, WEEIEIL LA SRBENIZT S 7 PO RIZE 72, Btk PBC O AE RS ILIEH

JLFRBFEE
AOE OUNREE HALE - RESE

A. WIFEHM

itk PBC OB ERBR> L, BYHNEICE
AR - WHEENTFRETFEHLMITLE LD
12, PBCHEIEDZ S 7 b - 0 A RITTHE L M
T 5,

B. Wik

FHIEEHALE - BEIMHI BV TR %
F2S5BlO BT REHLMITLENT, 777 b
AR RE L, BiE1EUEDO S 7 F - 0 AD
5 B0 AR DB 70 FERF O 2 22 b 2 AT L 720

C. WrgeHsE
HEARFRERESS B D 5 4E 275 7 N EFERIZ825%, 10
E13669% TH o720 EMEFERIIRITTEEL TR
AERFITHLA S 2~y F4LE, B RrFF—T,
1EDED 75 7 b - 0 ZGEF O£ G2
BYEIENM, PBC F3, BRIRPAZEMERAE, PAZEMEMIR
FEZEDOLH G TR L, WEENPELEES S
T 7 MO RICE 5Tz, BhEfE PBC OREENFHE
RO —FRBICTH B R D 5

D. % %

1EDBED 7S 7 N - TASHIDI b, EHicE b
709 ME % RIS L7 LBl R Rz 4 Blid v h
bR OFEFREEORE TIXAEREZEIZTPBC @
BHRZEDIEAIZB VTS PBC OFRGIEH S 2
T hhole 797 - O AOGEKRET & LCHRIE
FR R RPN S b —F, EIREEEEE, PR
FlgEgei, PBCHEHRELZ EOE% 2 RBGBORTE, &
A9 2 B I O R & L TO PBC BRE DT
BEEZRIET DL D TH 572,

E. # &
FREREZOPBCHEHRIZZS 7N  UAOEEDK
RTEZdro/zbon, HEHEORBEIOTEENDH
bo

F

G
1

2

w N —
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. EmCEFE
AL (FFgE R oTIITICE T 5 —535) Sl

| RERE

IRIC, ML, RE mEER BRES
WILFE, HEREE, IITES, FREE, HEE
T ORE—, BARER HRE-, RIREEEZ K
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JE A R S 7E 2 R B

BEE TR B RIS 2 (iatR S a R E3E)

ST EE
PBC 2817 A miRNA FIRDOMREET D 72 O FE e
et g FB |2 WBRENRSEE HE 2

DWTHIFNZHED Do

e EE : PBC 1, FFANIBEOETHERE L HEATHE L TARRAHOKERTH 5, ZOREDOFMIIA
HTHY, —EDORMBEEDICZE> T\, BFEA LEETORBEEZHE TS~/ 70 RNA (miRNA)
WKOWTHERTLHE SN TWAEDY, PBC TOERIINHTH S, #0720, LHVREFELEEMHICY
FTENTVWBKRERY — 7 o —% BT, PBCIZEHEIICEE SN A MENOERE miRNA I2DOWTF
DI R 707 7 4 VEBRE L7z, DRI TOBERNKRE T, MEBENOERE miRNA % kAL — 2
LY —TREBRNT A LT, PBCTIEMOT A VAMIFERL IZEL BRAEBE T 77 A VEED D
EHHBH L 720 T OENTES, PBC OIRREMATICO B CTH A REEIRIZE N, 458 & 5104 2milic

A. WRER

PBC &, FAIEE OMEITHRIE L HE L e T
HIERABEOELRT, ZORMIKRIERHTH S, T
ERMY — 7 o — AW BETFEEOBRE
AT EATE Y, FRBER TR -7 2
F—F HWE, & hbly< 42710 RNA OHED
BEENTWA, ¥4 270 RNA (LT miRNA) &
B RNA TH Y, EME L A0TOREYNET S
SHLEE TR L Tw5h, FRRBRTIZIENE B RFL
12V C BT TN FNFEIEIFFEN 72 miRNA @
WED L IN TV B, BIEEL, PBC O BFOIME
I s NBER HWT, MENOES miRNA %
ORI MRET L 7o AEEE, SRICH et 247
)72z, PBC EMORFERELETAZ LIZLD
miRNA 707 74 U 7L BEER 7 5 A5 —4
HAHMEICTEEDR &) S Ei2DonT, AEpITo
WRIRE 21T - 720

B. Wigehk

PBC BEDOIMBENERE mIRNA D07 741~
7w e, i X Y Trizol LS % H T Total RNA
e, TruSeq small RNA sample prep kit %
T, 9477V —%EKL, =71y T%fTo
oo ARV MO — V& LTCHEEDEMB BT A,
FEEOEECRIFR L TREEENLOREELH
WTHE L7z AT Y FOFRIE L % TV,
ANOVA IZ X 2 HEEZMF THREIFN S 2RO b
DIZOVTIE S HIZEERN PCRIEFIZTEHDS L%
*ﬁgﬂ" Lf:o

C. Wigekss

PBC B & MK 5 MR O M i EE miRNA @ 70
T4 YT ERITW, BRI, CRIT%, #BEEL
SZENWE L7 5 A% 7 ANOVA (5#5asr) T
P<005% i L7 P-value 2S5ME T X 72 D136704H
HY, BITOKEES NS0, 11040 miRNA,
1108 ® miRNA 2D WTHEB/ Sy — ik b7 5 A
FN) U TEITW, b— by TERERLIZE DA,

PBCIE—2DfZ2 K L7z, S HIZEER PCRET
FHEZERL/I2EZH, RERY =7 2 — THRE
IRETH o7z miRNA 1T, KETHRETHLZ &
DR S N7z,

D. # %

MEMNBERE mRNA #3462 81280, RED
Fri- e RO DR H 0, SHERKE O
BIZIED ZENTE D, 518, SOITEMRZERCL
T PBC |2 889 72 miRNA % #1# miRNA O JF % %
THITFETDH A,

E. ¥ &

AT — 7 =2 L A miRNA 8471, PBC
DIFFEIZEBRT A miRNA OFERIZCEHETH Y, PBC
OFRR 2T H5—2o0 Y — VIZR AHREEDNRSI L
726

F. fEREBEH
Bz L

G. WhgesR
1. BCFE

1. Renzi A, DeMorrow S, Onori P, Carpino G,
Mancinelli R, Meng F, Venter J, White M,
Franchitto A, Francis H, Han Y, Ueno Y, Dusio
G, Jensen KJ, Greene JJ, Jr., Glaser S, Gaudio E,
Alpini G. Modulation of the biliary expression of
arylalkylamine N-acetyltransferase alters the
autocrine proliferative responses of
cholangiocytes in rats. Hepatology.
2013;57(3):1130-41.

2. Ninomiya M, Kondo Y, Funayama R,
Nagashima T, Kogure T, Kakazu E, Kimura O,
Ueno Y, Nakayama K, Shimosegawa T. Distinct
microRNAs expression profile in primary biliary
cirrhosis and evaluation of miR 505-3p and
miR197-3p as novel biomarkers. PloS one.
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2013;8(6):e66086.

3. Mancinelli R, Franchitto A, Glaser S, Meng F,
Onori P, Demorrow S, Francis H, Venter ],
Carpino G, Baker K, Han Y, Ueno Y, Gaudic E,
Alpini G. GABA induces thee differentiation of
small into large cholangiocytes by activation of
Ca(2+) /CaMK I-dependent adenylyl cyclase 8.
Hepatology. 2013; 58(1):251-63.

4 . Harada K, Hirohara J, Ueno Y, Nakano T,
Kakuda Y, Tsubouchi H, Ichida T, Nakanuma Y.
Incidence of and risk factors for hepatocellular
carcinoma in primary biliary cirrhosis: National
data from Japan. Hepatology. 2013;57(5):1942-9.

. HRER

1. A.B. Graf, HL. Francis, L. Hargrove, L.
Kennedy, KM. Hodges, J.F. Greene, Y, Ueno
The mast cell stabilizer, cromolyn sodium,
reduces bile duct ligated-induced biliary
hyperplasia; a novel role for the in vivo paracrine
influence of mast cells on biliary proliferation.
AASLD annual meeting, November 2013.
Washington DC.

2. A.B. Graf, HL. Francis, L. Hargrove, L.
Kennedy, K.M. Hodges, J.F. Greene, Y. Ueno.
Knockout of the histidine decarboxylase (HDC)
gene reduces biliary hyperplasia in cholestatic
bile duct ligated (BDL) mice AASLD annual
meeting, November 2013. Washington DC.

3. T. Katsumi, M. Ninomiya, T. Shimosegawa,K.
Mizuno, K. Tomita, C. Sato, K. Okumoto, Y.
Nishise, H. Watanabe, T. Saito, Y. Ueno, Ability
of miRNA Profiling to Distinguish the Clinical
Course of Patients with Primary Biliary
Cirrhosis: Comprehensive Analysis with Deep
Sequencing. AASLD annual meeting, November
2013. Washington DC.
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R AR R M & BHATER RS SR e R (enhrbr i)
SRR

PDC-E27 X / BRiEHE peptide 2679 5 AMA FUGH

e E i KRR

IR IR AR e

L7zZ eS0T,

e EE : PDC-E20 EFE 7 epitope & & 197 3/ FR? mutated recombinant peptide Z#{ER L, ELISA T
AMA O FUSYEZ WS L7zo wild type EHEEL 5, 12FHODA VA ¥y %7 7= viE# L7 peptide 125
L PBC BHIMED AMA O RIGMEIZERICHIE L7z 2OKRKE L TERIZL ) PDCE2D AR EAZAL

Bl ey
=W WERFEOWRRE EAR
M Eric Gershwin : Professor, University of
California at Davis

A, WFEEK

PBC D&M E, B ML OMITIIAT R TH 5,
PBC @ B i id AMA %L L, AMA ORISHTE
X3 bay R 7THBICEET 5 €V e IRIKERE
FHEAEM PDCE2) LEbNTwWh, 2OFEL
epitope (LLAEIETDKATIGFEVQEE) @ 9 & 5,
12EHDfvaf Yy, IBBRHEOINVY I VBOEE
I2X Y, PBC BEIMED AMA OIS REET 5
LR MEEEOKRET CRERE L 720 S, FN 5 2 A
EhELBEHEOERTE 52 AMA ORISENZEH
L, 0B RIIEBEICELE 6T o0
IRET L72o

B. Wigeliik

o7 I VEBE2~3BITOT I vERLT
recombinant peptide Z fEf L, #MZNIZx T 5
AMA ORIt % ELISA CTHEE L 7. RERMIE XL
PDC-E2¥iiR 1 PBC6OKI = Fvy, xR & L C SLE
3061, 7 a—yE2061, PSC28%I, @EZAE20618 & O
HEAN06IOMEZ e T/4FHOT VY I v
B 13FBEOZ) VU EVATA VERL, VATA
CHOEEEETAY Y RETHEIE L. wWIhol
BLH) 74 VT REF—EARICBWTHE LR
BRI N7z,

C. WrgekiR

5 12BHOAvuA T ryOEREIZLY, PBCA
HIEDO AMA O RIS wild type (2B L CEHH
[Z9885 L 72 2 @ mutant peptide I2BWT Y A7 4
VBB LUEEAHE LA, ERLTWwAEZ L
7b§l’ifUEﬁ Lf:o

D. % %

7, PBC O¥RKIZ BT A xenobiotics i1 % ZAF T
HE 912, PBCEMWEFNVIZIZF 7 F ViR 7 aE
ANFH VEERZ XD xenobiotics ¥ 512 X A EERIME
BENTEY, AMADOALZSLTIHELOHIR G RD

S5NTW5BAS, B epitope DZE BT A EDZE
b7 L, xenobiotics 12 X 252D HEL 5 2
AU EEMEAVRIE X 7z,

E. # &

PDC-E2?D @ E B 7; epitope TH 5197 2 /B D
%, 5, 2BEBDOA VO T A AMA ORI
BRICEETHALZ LI L 720

F. HEREfa ks
L

G. WrgesR

1. 2% R i EKER % 1U3¥E—, MEric
Gershwino, ¥LI M2 ¥ NV THRDELIZED S
PDC-E20DZE 5 & 541220\ To 5490 H AFFIE S
Sk, HE, 2013

. AR RERED B - BERIL (PREEZET.)
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JEE S5 R S SR B

R B IR R E I st s R )

RiEl e

FSEVERE AT A BB L DA 2 PR R T 5812 D W C D BRIR AT

oiEpEE BRI

FUERRAERT AR - BARSVEE #dz

WMEeEEs  HORENRETH S PBCIE, WEHEO L WESEERTH Y, BE, K PBC x4 2H—0
EREZHFRBETH 5. HREZOBEMHHNIIEHER TLREPEN TV L5, EFEICBI1T 5 PBC %
DOFRREREIT N EZHEL SN TR\, SE, HBERCIHFREHN % )72 PBC B& % retrospective |Zf#HT
L, BREBREFZREL, FHBIOEEBEICRILTONLDEWE LIz, FFRHEEOER 50 R, B
FERT IgM &, BL3 b v FU 7 M2V EESZ PBC AR E D o 720 REIHIFNC X 2 BREEROHE

ZHONRDP o720 4, PBC HIENI T 5 RH OREEIS L IGREDOHENLETH 5,

A. WFERB

BAE, SREH PBC X A ME— 0 iGHEE IZIFRAL T
&b WK TORICIF A PBC F58139-35% TH
N, SERREIFNC L AHEDMIE STV E, HARIC
BUWCEMRFFRHABIMG S N20EL B L, F08
10% 2°PBCEEHETH Y, FEMEBIZBIT S PBC
FEMSEH SN TS, FERKFEICIBIT 2 FBEE
PBC BEIZOWTHE L, FHR PO YL H
o4& & H 12 PBC ORAEMHEZIT o

B. Wik

19944F11 H 70 5 20124F 8 B & CIZRUER R FE R M
BRI BV THARFR R % 5217 72 PBC £ 10041
WCDOWCHRR T — & R T L7z, LI ET Y o)
i, BB Bl Lo 95l 4E R 1L, 507 = 8.3,
MELD score (&, 21.5+88, #IESHAM el L544F,
N — oMl BE716, o206, Fhrik, 413
= 1245%, Mi6360 (36, 226, F3861),
JEIAE37H (Fe3140, FE240, N3 7 161, BIE 3 H1)
THholz NEAIL, TR TH S, WA HBERE,
A, IR MERER, MR oM E, IgGfE, T
I hary FYTHRME B3 bar FU 7 M2PUEME,
N —IgofE mEi&esE HLA I A~y T
i # ACR (Acute Cellular
Rejection) DFHE, MO A, GEEIHIH OFEEE,
PBC BEREBIOFHIERH,

C. WroessR

PBC &I AHBEMEF O 14, 54, 104
AR, 70%, 68%, 61% TH Y, [FEEEH b
B A BFREHE B D AEFE, 76%, 69%, 63% &[T
Hol, IR LE 34, 54, 10EFHHERIT,
FNEFEN A%, 16%, 34%, 43% TH Y, HFRHEEE
HWOBRPEETH o7z, FHIZL T ED Y b OEHHD
S0RE R DA IR FRENL VEMNTH - 72 (P=
0.09), FF#HEaT IgM M 25500mg/dl LA D ERFIC B
WTHEPEEBEILERTH 72 (P=003). MR
P har BT M2BUAMEAS180LL L D SEFIIZ B W
TEREIPEZILEERTH 72 (P=0005), KNI —ImH
DEESLHLA S Ay FHIZIPBCEHIEEME L %

wo il MEREAYE, MREOFE, IFEMEE ACR
DEEE PBC HEICHEBEEX LD o7 REINHIH]
TE, IV Za) A8 —ThHryral) A
AGHE 7 AR yES5EIZB VT, PBCHF
HBICAEBERL, HEAcH LI/ L—1
ET7 T NVOFRGFERL AT FOKGHHE
PBCHEIZVEEZE T h o7, B 6 E LI
PBC F3SEM O AFRITE T 2@ H 0, FEH
ELTHAE L #HElE 2729072, PBC H3%, EH
FEdE R, BEZKHF R R ALE I 7 & PIIRIE TCAERE IR S
EALL, BBMICELEMLEML TS, LaL,
PBC WS HMIZ & 2 FFEEZE DS A2 O KK 2 72 5
CEEAn L, BHEERRBYEL D 2 L% 0o
720

D. % %
BERIZBIT B PBC IEMNZ XT3 A FFREAE1006] O 4T

IZ& Y, P PBC B5IL,

1. Mg e »r HUBTH D, 104 T43%
EEETHo T,

2. R L 2 ¥ v b HSB0RE R OIERNI EEROE
MTH o720

3. JFRHERT IgM % AMA-M22SEE DRI ST
%o 720

4. FF—omEAME HLA mismatch % & ¥ 1%
RO o7,

5. REER, FASLHBEMLERIC X A TE
BIASHE L 726

PibAe, PBCICHT AFRMEIZBWNT,

1. BHGESORHSIICIE 7T b o — VFERDS
ERTH5,

2. B Ig M % AMAM2ESHEREFMICERT
Hb

3. BETHBHICES T CTIETLEMT, #E
BEIFEEMREZ Y 2T,

4. WEFHEERISVD, ETIIRRETH L, &
%, BRI ERHRE 2 A AN
BEREMED D B 6

5. BRTHRPERBIEREOWIIRETDH S,
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FF—REPRRKOMETH o 7208, FR22FE D4
BARFECLIE LI, BNFE M- —2%Em L, 10% 127>
TWh, &%, RIBIZBIT S PBC OIRAEMMNT, R
S, FHRTA, H-EEEORSE, 51, B
MR DOBERERLTHR, HEARFNF— R R — OffEDs
S5 2 LD TR B,

E. ¥ &
HFEEOIVWEIGERTHLEEZLNTND
PBC BEIIBWT, MBEZOKZE LY FHMICEZE L
PBC BE O T, & SIIZHEEEZHEL L,
EFHROWEICRITELZ LI NS,

F. REHEGBRiEm
7L

G. BFsEsEdk

1. RE, HEE, JUREKE, EEF, #EEFE,
/NBIEEL, DNNREE, RE—RR, AHEE—H, Bl
R, AR EFETEART AR LS A RS
TER O RPN, #300 H AFRIENES, &,
20124F,

2. RE, HEE WBEMNE IEEIL FE—H,
JUREKRES, #HH, WHE—H, ElEs, BEX
M, RFEMEART A2 N 5 FRAE O K AL
8, H67TH H AL ERRE, 4EE, 2011
o

AR ERED B - BRI (PEZET.)
. FRFIUS 2 L

. ERHRER 2L

ZTofl =L

w N~ o

-117-



HEETER B IR e (et Bra i)
SRR E

JE SRR PRI ZE 12 B 1) A Kupffer MR OE AL & 2 il
Woctn s TEE  FIA  SEASRESEE HLERARE 29

JEAE T B AR SR M B &

WMRER  FREETEFEEIAEN 2 BCREEFEATH ), COBENMII/NEREE TS5, &
EIF 2 ZNFERIRE ICHFET 2 HOHEISN T 5 RIS EPHFATERELTWAZ L2 BHIL, L&)
ZHUEFRANIEAT H IR DOIERIZEIS L T 2 2T L 72e SR 2 PUESERMIE Td 2 15 1EL Kupffer i
filx CD68% Fo KB THARDE WY 71 v I & CDI1b 2 Fo/hMI THRIEFREDEH T 7y MIGT
HIENTEDL, €T, WARBT AT 7y bOGH2BET Lz A, WE L bICPIIREE il
TR0 L, BRI/ ERBEREANOERZ 235 2 83k h ol T, ROBEISENEL TS

720

Wit & &b granuloma TlE, KETEEIRDE WV Kupffer MIiE25CD68% 5 < F8IM L TH H, CD1lb %
DN TRIEBEEOE T 7y PORBIZEBEINGVE VI BO TREREBERRESRVEBE SN

A. BIFEEHW

fR3EH 7 B O SRIEEITRE T H 5 EFEVEIR 14 A
%% (PBC) TUINEITOuies, HIC/NZERAREICRE L
72 IR LBV ER BRI KA A U, Bl L 72184 L R7 A
. ® tight junction 7 & JEIFASIEEAMZ R H L ChRwv
HBEELERT L, NEL SNLE/O 9 EITREE
EEEHCOPAE S LTP Fa vy N THEEEOD,
ZFOMGPRIZIZE A CETOMEIETLE VL »
RILKEBFZO E20  R—32 v N RERT AEHE
THY, RE/NEMBEMRIRENICEEINS D
ZFORFILRIZFS P TIE 2V,

Lo L, BESEHOTHRABAIZIDE, REIXRE
EEZITHMRZF OENIUESHETH L Z o
5, H LWIGEEAZHET A L TEORRORBGED
WL BV VECRERERETHY, BEORTE
BHfEIC 9 A Z LT E Mo B OB R EORE
WEBISHTE 2 EHfEE 5,

FIT, FAWETCIEZOE S L LTHCHE R
RS A PURRIRHIIE OB oW TRGET L 720

B. Wik

R 7 BUEHR R AL T B 5 1514 Kupffer AR IZ
CD6S% FoOREITEEROE WY 7 v b & CD11b
P EO/NMTEEEBEOE VT 7Ry MISIT 52
ENTED, 2T, FRIZBT LY 7y Oy
R WEIWTHE 7 0—F VHEE O CREEHE
MRFEICRET Les eb, AHEEEEE LT, CHEMERT
FR OB EAECZOWT S OB 217 -
7Zo

(T DO EE)

AT BN RERESTMELZESORE L KRED
L, TTIRBES N TwAIREEZ BWTiThbh
720

C. Brgesi
JEZEPERE T PEFREZE O JF A Cld, RELT CD68%

Hogaikosm w71y b E/NEITCD1b % #2
FEAEREOE Y 7y M, PIIREE F0I28
VDA L, BRI/ NEREE RN ORWETEZ B
TAHZEEeholze T2, HMOWRIEREGNAE L TH
AT L N5 granuloma TlE, KETEHEEROE
W Kupffer g A5 CD68% i < ZEH L TH Y, CDIlb
FRONITREEREOSWY TRy FOREIXE
CBIgBEINnwEw) CEEBHIFATIIBE T,
WR D THRER B SIE R BE S Iz,

D. % %

BWRIEISE DL U T AT E 25 granuloma
T, CD68FMETARETE AR D &\ Kupffer Mz
DEEDHER S N72H, CD1lb = #F o/ THRIEE
BHOE T Ty PORERHEEBES Lz E R
I MRS THER L BHIEGHPBIZZ SN, WE DR X
WHEAEH O KIS, JECIR R EE IR 45 5@ U T
WHHRRARIER T 5 & v ) B O REERE TIlEssh
BT H 5 EFEEIR T T O B IR 5 % R AT T T v
HrEZ 5N,

% 9E &, CD68Ky 14 Kupffer #ll fg & CD11b B 14
Kupffer MR O E O EAERIZ & > TRV IEEILE
NEREINLOPBEBETHDL, ZD2HELOHTRE
EHRE TIIAERICRENIERL, FHREERH) L
WHHNTW5,

ek, BOSMEMEREIZIEATOAL FREHINT
72, LorL, AHOEEEETEFEEICBIT A0
L, 728 2ZBRWREMRIS 249 B OmEERET
b 2 o Kupffer MM O EAEH 2 R 1L Z D
REOHREZBERBLELZ L2 RT—DODELE 2
HZELTE, FILWIHEERREICE s TRBIZED
R TH o7,

E. # @

PFIEO WV H OREEREBICN L CTREEREOS
v CD11b % D Kupffer fifg 4 7ty M2 ER & L
7o FREER OBREOR A2 RET 5 g, &l
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TANAE LT OY A VAMESEOREEL L, BRRRP S L7 A VADPTEEORKEZEZ b1
% JEB)
L@© AZHE :IgM-HAV KRB
I-@ BE! : HBs PUE F 721 IgM-HBc $TLiE2505 1%, HBV-DNA OALRHBHEOEE L H 5*
-@-1. AWEEF : LTO3HEED) b, WENPIIEEYT S ER
- FEFERTIC HBs PUEAEME T 1 48 LIPS I - (b2 R EHRifl
- IgM-HBc HUE DS E I3l 0 5E B
- HBc HUEAMEI I O FEHI
L1@-2 Fx)T7HLUTO4HEDH L, WINPIZEELT HER
- ZEFERTIC HBs $UEDBEED RS (A)
- IgM-HBc JUiE2METI MO HER (B)
- HBc ¥LED & 1l o fER] (C)
- FSFERTIC HBs BUBREYE, HBc Hidk7z v L HBs Ptk ket T, 1 4ELIAIC
TN - AR R E G L 7ES (D)
@2 1. mEEEFY Y7 FGRZL)
ERRA, B COANMPICHEL L, 1EDAIREIS - (bR R EN
DIEH
LI@-2-ii. BIEERETY )7 GRDYH - FEEL)
FEA B COMMMCHEL L, 1EDAICREIF - [LFEBREOER L
72
- @-2-ii. BEFEGOFIEELS] (de novo B RIFF4%)
FEDICEYT S
- @ -3 HEAEES] - - LRI D 524 L2 W ER
SR IZERIB I HBVDNA EAEETH H 2 L2 EE LTS5

L® CH&:HCVHEZ v L HCV-RNA 235D RER)
@ E & :IgA-HEV Hifk7% v L HEV-RNA 2551 O 5]
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F 2. BWFAREOMNHESE (FLEER © Classification of the Etiologies of Acute Liver Failure)

1. Viral infection; those satisfying the following criteria for laboratory data, showing clinical features consistent

with viral infection.

I- D HAV: Positive test result for anti-HAV (IgM)

I- @ HBV: Positive test result for either HBs-antigen or anti-HBc (IgM), but care should be exercised in rare
cases in which the test result for serum HBV-DNA is positive whereas all of the serum markers
for HBV are negative”

I- @ -1. Transient HBV infection; when any of the following 3 situations is satisfied.

- Negative test result for HBs antigen preceding the onset of liver injury in the absence of
immunosuppressive and/or anticancer therapies in the previous 12 months

- High levels of anti-HBc (IgM)

- Low levels of anti-HBc (IgG)

I- @ -2. Acute Exacerbation in HBV carriers; when any of the following 4 situations is satisfied.

- Positive test result for HBs antigen preceding the onset of liver injury (A)

- Low levels of anti-HBc (IgM) (B)

+ High levels of anti-HBc (IgG) (C)

- Negative test result for HBs antigen, but positive test results for anti-HBc or anti-HBs preceding the
onset of liver injury, in cases with a history of immunosuppressive and/or anticancer therapies in the
previous recent 12 months (D)

I- @ -2-. Asymptomatic or inactive HBV carriers without drug exposure; those satisfying A, B or C above in

the absence of immunosuppressive and/or anticancer therapies in the previous 12 months

I-(@-2-ii. Reactivation in asymptomatic or inactive HBV carriers receiving immunosuppressive and/or anti-

cancer drugs; those with a history of immunosuppressive and/or anticancer therapies in the previous
12 months satisfying A, B or C above.
I- @ -2-ii. Reactivation by immunosuppressant and/or anticancer drugs in patients with resolved HBV (de novo
HBYV hepatitis); those satisfying D
I- @ -3. Indeterminate HBV infection; those with HBV infection, but not fulfilling the criteria shown in I- @ -1
and - @ -2.

*To bear in mind that in general, hepatitis due to HBV is associated with high levels of serum HBV-DNA,

except in HBe-antigen-positive asymptomatic carriers.

I- 3 HCV: Positive for anti-HCV and/or HCV-RNA

I- @ HEV: Positive for anti-HEV (IgA) and/or HEV-RNA

I- ® Other viruses: Demonstration of transient infection or reactivation of EB virus, cytomegalovirus and other

viruses through measurements of serological markers and viral genomes.

II. Autoimmune hepatitis; those satisfying “Criteria for Diagnosis of Autoimmune Hepatitis” proposed by the
International Autoimmune Hepatitis Group, or those positive for antinuclear
antibody or serum IgG concentrations 1.1 times the upper limit of the normal range
at each institution or greater™

*To bear in mind that patients with autoimmune hepatitis might be confused with those having drug-induced

liver injuries or hepatitis of indeterminate etiology. Patients with the possibility of this condition should be
treated as soon as possible as cases for autoimmune hepatitis.

ITII. Drug-Induced Liver Injuries; those consistent with drug-induced liver injury based on their clinical courses.

II-@© Drug allergy-induced hepatitis™

III- @ Drug toxicity-induced liver injury (excluded from hepatitis

**Differential diagnosis between drug allergy-induced hepatitis and drug toxicity-induced liver injuries is based
on the types and doses of the drugs and the clinical features of the patients.

)**’!‘

IV. Liver injuries without the histological findings of hepatitis; diagnosis is based on the clinical features of the
patients.

IV-Q Circulatory disturbance™**

IV-2 Metabolic diseases; Wilson' s disease, anorexia nervosa, acute fatty liver of pregnancy, Reye s syndrome
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and others.
IV- @ Infiltration of the liver by malignant cells
IV- @ Liver injuries after liver resection and transplantation
IV- (® Miscellaneous etiologies
“*Liver injuries after operation other than liver resection and transplantation, those due to bacterial infection,
DIC and heat stroke are in general classified as being caused by circulatory disturbance

V. Indeterminate etiology despite adequate examinations

V1. Unclassified due to inadequate examinations
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