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PBC : Primary biliary cirrhosis (J5{ % 4 JH # 4 JF i 22 )
UDCA : Ursodeoxycholic acid (7 /v Y 54 % v a— L fg)
MELD : The Model for End-stage Liver Disease

ELV : Explanted liver volume (¥ #f B 4§ T & 5)

SLV : Standard liver volume (% % T 75 7% )



Jr & PE AR PR RE RS T O B AT IS oW T, BRIKWKR LT
VYT A F T a— Vg (UDCA) G, B X OZ O EEIZ S W TR
L7, UDCA &G MM O K WA . KO, IE OB MIEF Tid, T
EREN R . MO KR E R IFEEEES N L. BEHIRE O A DFER
m <y MNREDIER o 7o, Fe, EFEOBMEIER TiX. UDCA Dl
A 5 WH AR WIEB N Z hoTle, - T, FBMIZE S KRY PBC O
WAL LT, WEREZMf > THEMNAEITETT 28 (HETA2E
TA) L0 P EM - MIRETLE Z > TRA I A~2b T 28 (MIT
HWAEEATH) BDFEAEL. ZALHMOEWV & UDCA & 5 W o M2
BE N dH 52 &, WBMEIEMIZE D DK 42 O HFENBHEKHEICE L
LTWadZenAsEELICFABIsnl, ZOEDOH RITIE PBC T xt

TORBIGROLEENZBEL THLAEELND L,
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JEUOFE PR B H M A8 28 (Primary biliary cirrhosis, LA F PBC) 1. &KJE
PEOBREWRELRFE LT L2BEOEEATH D[1, 2], TDORIE A T =
XARHEOFEMIZONTIE, MO0 HCREMEOHEFICHEKT D
EHH N TWDE DD, REEE>TEAMPNE R 2 HN%EL<
I TWDI[3], IMEEEENEITL., MARICE - ZIEM TIX, &
WEEOEBEZME W, BN O R m T EILBL R S CHEEL R V]2,
4],

PBC OBy % & L Cid, L4 Nakamura 52 kXD K& 32D % A
TICHFETEDHIERME SN [6-7]. TNICHEIT DI T, B4 5 H
R MR R B T IR B R B 3 T VR ME o 1T - IEGE R RIS B 3 5 A 6 T
PEAS 2012 AT TR MR EAT A (PBC) OB HFEIA K74 ] %

FERLI[Ble TDHA T A Tik. — &Y M o 8EIE S 2 8 TR

g

TT 2847 BHRETRE), BELZ27 252 &2 < &EHIRE R
i R BT 22 47 (MIRETCEERTR), REICHEL 2
LIFABICEDL 247 (HEFA2ESTR) © 3 somIcoE I
TWwW2 (K1), 20955, HEFARESTE X OMIKE T HEE %17
MEIENZN(CORBITERLIBOD)REHIIHAEICED | B H

DI 72D, ZTNHOFRMIZEETEO A IR (FITH GP210 HLik L it
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B b ATHEB)YOEEPEG L TS A@RBERREBINL TN D,
AKFICEBWNTIE, AT LD KRS BHEFEFICH LT oL Y T4 F &
@ — L (Ursodeoxycholic acid, UL F UDCA)fEH &4 T & 72 23 [9].
¥ 12 1987 £ Poupon & 2 PBC I xf 4 5 A M MEZ #4101 L T LLKE .
PBCIZxf¥4 % UDCADKE N AFEIKE L TEFH L, UDCA 28 PBC ®
WRETOMHICHFET L2 ERHALNICR - TE I,

PBCIZH T2 UDCADEMAEF L LTIE, REARAHZABEINT
500, PR EBLUTDODAODDA I =LNREELTWD Z &
WEZLNLTWD, G, OFBEMEN (BitoxzRE L8N L2 8 H
T2), QEHDE (MAEEEOBR VB KRR EEEHRDY | M
ftteFE A2 EH I, KM ROFMBEESEEHZREBT 5). OF
B W A b A koMb E o BG Ik @ %o i BT 2% OE 1E

D 4H>5>THDH (X 2) [11-13],
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FIH—-ELBHNEERES
(EIZHRE-IRERE F(CHE)

BKMEDRE A EEICE D

FEEREZTOREE

BRKMEORE A BT RICEAL
AHoNd

FFHERafEE .
Fib=Y A, 20—V A, Fibrosis,
Cirrhosis

FFE

N\

UDCA &kitrB;+Es)

OFEER

QBEHEME

QRE;TEL/ YA OB OHIEREE BhLE
@ % & 2R/ B R IE 1F A

2. PBCoO#EITE U VY T AHXv a— L (UDCA) OEM

(CHR[11, 121 &V 51 — 8 &)



UDCA ®EAIZCE Y PBCOTFTHEMNLEL., DWW TIEFBMHIZE DIE
Bl brIETnWDHL I ERNFIBEINNTWD [14-16], L2rLZED—F
T, UDCA ZHEIIZHE G SN TWDEHMTH-TH, MARAE~EREL
RIS & 72 DIEB BN D720 b FHFEIEL TV BH[17],

Al B — i R RO R 2 B A A B i B - AN Ll s B A B )i s v
T, PBC A LT OE S &l S, ZEICHBMEIZE > ZJE
BloFEMEZ, TOMBITOFEHRS ZO THRF L, IFBEOEIS L R
LIEFITRAIFARICE > TEBY, PBC MEF KNG ANITWMD T
EITLEWEBEELZRT aR—FThH D,

P22/ T 520, WOER - A% EMICHET
HZ LN ARE T, #HAE KR Wedge resection i X Ak Lt L CTH T
Vo727 —=0B/hanens AUy MR dHDH[18], F72. KL KFEF
0GR JE P BE - N LR R A AR R T AR IR I B R o0 B2 B (1990 A AR) e
CIEGI D FERA H VW . UDCA N ERIKICE R L 72Dy 1990 £ fT#% T
bHoHOIZEZEEZL L. FARICEVHFBMEES & 72 > 72 PBC JE
DHTH, UDCA BREBEDRRRD2IEFFHELBRFTORNR LT 52 &N
BETH D,

o X hRE AR oads— h&FBAEMATRHIC S V-7

L. DXk %Wmlr 2+ 2EMHN LR Th -7 nHBBKEFZ21T 9

Dy

ELbic, FxoRB AT AR RE (5512 UDCA & 5) O %Rz
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How ik

T (R O S

1996 £ 1 A5 2012 4F 12 A £ CICH M KR ZEZWHME R - AL
ik &5 B AL A B CTHF B M & i 1T S Uiz & JE il 2 #% A [n) & (Retrospective)
R L 72,

D95 b, PBC ZRIELITARE 2D, WBHEL AT S L2 EH %
KW O OXFRE L, WEBMP TSN TZREYBIIC 3 207 10—
TICHE LT, kB, YR OB BEATEMABE A FERICE B2 -
TWab7ew, ZJAV—7BETFEHTEZRIELEAD TV — T D JE
BNIFERELRDLIICERKL TIT o 72,

ZNENOEIL, Group 1 (1996 4= 1 H ~2001 4F 12 A (2 JF & 23 fa
T& 7= 8). Group 2 (Al 2002 4 1 H ~2005 4 12 A ). & L O Group 3
(Al 2006 4F 1 H ~2012 4F 12 H)L EH# L 7=, FBEREETHERE (U
ANVAVERESF « Tva— W EE - ET V3 — VPRI R E)
EAOF U EFNITRRS L, 2016 4F 1 A 3L H 2R KBIZAHE L, TO
RIS 7 A =7 v 7 ENTeREKEEH, ERIEFECHEZITHED AL
L7z,

ks R S EE AN A AT D & T o B O AT EE G & % Rk AR 1 BY

10



TOHMKFEIT, RERFRPHEEF R ERGHREZE SO KR %G
T W% (fis B % & % 5 2140),

VIR IZB T H2HBE O RIERMIL, BRALL OB L EE L T
LHI8mETH D, 2. MM ATO PBCIZx 3 %76 (UDCA
P74 77— bOEREE)L, ERMICHET CHE TITONL THWEAR
kL., TOMMEIFBREEMNOT —F X— R ICik Lz, £72.
Y RS TR PR AT R F A 6 LT B & i AT 8 S E B 13 BRI 4 B IS R
EMWENRELEITL., SREHKBOAEELS L OZONHEMN

T8 PR IS D W TREAM U 72 o A A 13 AR IR BT R flJE 61 T & A 13 Al E AT

‘F"

I, WENBHEIEG CHNIXFHHY X PBESEMEEDO —FR L L THAITL
oo FERIC, MBI ATIICER CT 721X MRI &L miT L., KB
T MEEoOAELEZORBICOVWTEIEMLEZ, 25 0K A
R IR %08 D FEMIZ DWW T H | AFBMMT AT O i 7 — % . The Model for
End-stage Liver Disease (MELD) % =27 [R=(0.957 * In(IL{G 7 v 7 F =
> [mg/dl]) + 0.378 * In(I{& &V /L& > [mg/dl]) + 1.120 * In(INR) +
0.643)*10. FHHrBEE T, MiE 7 L7 F=2=40 ¢ L CTEHE] [19]. B
X O, KX[E Mayo Clinic "6 B3N TWaD 7% THI A =27 [The
Updated Natural History Model for Primary Biliary Cirrhosis;
R=0.051*(4 #n)+1.209*Log, (M JE & U /L & > ffi [mg/dl])+2.754*Log. (PT

I 5 [F5])+0.675* (7% i o A 4 )-3.304*(fL7E 7 /v 7 2 > fli [mg/dI])] [20]
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5 HEN TR AR Ry o0 i H T R B o B il 05 ¥

JHF 7 Rl IRE O fi HY I A X022 T, B RE R o fi 1 5 fE (Explanted
liver volume : ELV) & fEYEJFZAFH (Standard liver volume : SLV) @[t
(ELV/SLV) #3592 Z LIC K 0§l L 7=, 72 6 | 1% HE T & 7 (SLV)
ko 5 E AL ATFE Urata @ X “706.2*body surface area (m?)+2.4 (ml)”
A w7 [21].

6 S A 7 T BB o0 i BERE R BT B L R R R R D I R O B g BE D
2 & BT R & R T, Scheuer 4y ¥E[22] . K 8. WHO 4y $[23, 24] 12t
o T#fAfi 217 - 72z, Scheuer /3% (% 1-1) @ Stage IVAIH “Cirrhosis
(A RF)” %k L., Stage I ~Il % “Non-cirrhosis (FEREZAT)” & L
TER L, £/ WHO 432t v, Scheuer 438 ® Stage IV A
B Cirrhosis”® 95 B, £ 3 mm LA N O 5§ &2 18 0 % A& % ”Micronodular
cirrhosis”, 3mm Z B X 2 b O 2 F K D54 % ”Macronocular cirrhosis”
LT (% 1-2),

PBC CHOREMETRDA —"—F v THEBREIZ OV TIZ., KINAT
& %4 (European Association for the Study of the Liver : EASL) @ 2%
A RT A [285] ST LE (R 2), 7o, FilEoLs

., TOMOFALFHLET XS bDOICH> >V TIERH# L7,
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IR ERLAT A

I ] T & U TR O 25 RS OfEE DR F i Th v . IBE

florid duct lesion DOJEFINZIX Y o ek, RRITEE M, AREER ORI R
515 (CNSDC)

1T 3] IEFNEE A U, RS O D MG E 5, piecemeal
ductual proliferation |necrosis® LIE LIZAHALD

111 4] RIEFOSTEAFR L L, T2 OFRE ORHI LN A LD
scarring

IV NIEREEITAREE S, TFMEE SR TH D
cirrhosis

* 1-1. Scheuer 478 [22]

ARWFFEIT T B IRBLT R D43 ¥E

FEHEZENT (Scheuer T ~TIMH)
25 1T (Scheuer IV) 2> 2 fEH T A A=3mm
fEZ5 /T (Scheuer IV) 2> O FEETH A A > 3mm

Non-cirrhosis

Micronodular cirrhosis

Macronodular cirrhosis

F1-2., ABECBITILZHEBEBFTROBEDEE[22, 23]

14



TRAIHB X UPBCOIEHD H b, FHLH2EBLU L2 T b0 54— —F v TiEGRE L 2T 5

- JREAE R R E 2 (PBC)

- MIEALP > 15 ERRO2ME, F721XyGTP > 1E4 _ERROSE
PR b= RUTHR > 4064
« JF4Ef5 © “florid bile duct lesions” %788 A
- B S AT 7% (ATH)
- MLFEALT > 4 RO 5%
- MiE1gG >1EH ERROSRE, E 7z 13hizhiimE
- [f4E#% . periportal or periseptal lymphocytic piecemeal necrosis(H % LA )

K 2. KMNTBEZPEDDIHNA RIS BCREEITR-JFRBHE

B MEFEEDOFT — N —F v TIEBERHEOZMELE [25]
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B AR FIE

T — X RN IX RN Y 7 & SPSS 17.0 statistical software (SPSS Inc.,
Chicago, IL) Z i A L 7=, & 2 > TlX Mann-Whitney U-test ¥
X OV Kruskal-Wallis test # ., 7 2 U E%I(Z > CTik Chi-square
test Z HWT 7V —T7ROERZMBEN L, FBMEEZORBERFRIT
Kaplan-Meier{E TR L .2 7 F > 7 7 2 N THEM o 2 5 % FF 1l L 7=,

PMEIX 005 R DOHEAICHIFZNICAETHD LM LI,
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B ORER

1996 4F 1 A7 H 2012 1 H FCTCoOMIC ., YR CHBMEZ iT I 1L

R NIEBIIX 421l TdH o 7-, =D H T PBC ZHE L TV JEF 1

g6l THH ., 5>b 1plTEE CHRITFREZAGIL T ORI DK

o gNE L, oMU ANV AMEFES - 703 — LTRSS -

T T — IR NI R O EH ORI R A 2 A OF LT E B

Mo do, EASHIIZ 85 BI S AR DX G &2 0 [ FIdk O Y TR E 2 i

TSN TR RIIC 3 I/ L, Group 1 (1996 4 1 H ~2001 4 12

FACBF R M 25 H6 1T & AU 7= BE) 1T 29 1 45 . Group 2 (Il 2002 4 1 J ~ 2005

12 A) 1229 B 28 .8 X O Group 3 (A 2006 4 1 H ~2012 4 12 A) &

QT I M L (X 3) .

17



YRR ATFBE L o b
42144

!

‘ﬂ%ﬁﬁ%mﬁ%ﬁm%ﬁﬂ@%‘

‘ 199641 ~2012412 1

DBWRHEE L Tz
864l

> CRUM TR & PF
7 1451

x5
8541

!

Group 1 ‘ Group 2

Group 3
(200641 H -20124¢12.H)
2745

(199641 H 2001412 8) | | (200241 H -20054:12.8)
29145 2945

X 3. XNBARFOFHN
VI TCHBHWE 2T LZIEMD > B, PBC OZW»AEEL TW5H
85 HlicH>WVWT, EXoOBEBY FFBMEBITRHICEIDY 3 O8Iz oE L.,

ETNENDOREOIEN O Fr 8 2 L mat L7z,

18



4 85 JEBI O W 3 XM B AIER (WP s Group 3) T, &Y
D82 PNINT NG ERITBEZ AT S WIZERTE - 72,

ERT AFPEHCHREETFR DT =" =T v TIEHTH -7 (A
FRIE Group 1/2/3 I E 4 1/1/2 il 37>, p=0.20),

ERDOISDHIZOVWT TR ENDOBEET ZOFHMZ L 3ITTFT,
BEE RORHLE L TIE, T8 EAT B8 28 vIix &0 T B 6l b 17 By
DEEHIRBOAFERNPAEICEK VW ERXEXF 55, Group 1 I2B 1T
D TR R i AT EL AT O BB IEALE NS T RIEFIRE O & IFRITHN 70%
THoT=DITHR L. Group2 X N3 TIEZF DA PFERIZI0O%NE B 2 TWiz,
Flo, KOVEFEOREMIZTE, WBEDOREHF &L Tl /MR E DA E I
Mmoo, L, FEESSSGREBORELZFHMIT 2 E, Bl MELD
A a7 ¥ XY The Updated Natural History Model for Primary Biliary

Cirrhosis IZ oW T, FHHE CHAERMEZR D 2o T,

19



Group 1 (n=29)

Group 2 (n=29)

Group 3 (n=27)

i () 53 (35-64) 50 (37-66) 56 (32-64) 0.19
otk 23 (79) 26 (90) 26 (96) 0.14
MELD % =1 7 20 (9-32) 19 (11-39) 17 (9-36) 0.69
Mayo CliniclZ L5 227 | 9.3 (6.1-11.8) 9.3 (5.3-12.9) 9.5 (7.2-13.1) 0.21
WE U ey (mgd) 14 (2-30) 10 (2-39) 8 (2-36) 0.55
INR 1.3 (1.1-2.4) 1.5 (1.1-3.2) 1.2 (1.2-3.0) 0.27
M/ ($10%ul ) 12.1 (3.1-37.8) 9.9 (1.2-27.7) 7.6 (3.0-23.9) | 0.044
K 17 (59) 16 (55) 20 (74) 0.15
FFFMERRAE D BEFE 5(17) 4(14) 5(19) 0.84
JT i e o> & 2(7) 0 (0) 1(4) 0.34
BRI OA O 20 (70) 26 (90) 26 (96) 0.019
B ATUDCAE #5171 6(21) 2(7) 1(3) 0.08
®3 BELHTR (n=85)

MEFICHR I TR WERD . 5 — X X & fE (Range). £ 721%. JE H#i

¥ (%), TREINTWD,

20




5 E AT R AT £ T o &I O M

JIF % fl ffi 47 /T © UDCA o F I & M3 L 72 f5 & . Groupl<2<3 DA
T.MEOFBREFIZEEGHBRAABEICEH,L o7 (K 4), Lo L,
AELEYV DO UDCA ® 1 ARGEICEHL TIE, SHHTAEREZZRD
mino 7= ([ 5), —J5i. Groupl<2<3 DOJE T. % oI 0 E 61F L&k
HY YO UDCAFEE B S ENAFEIC Vo7 (K 6),

B, XY 7477 - FOHAEREOHFEIZO W TIX, Group 1/2/3
TENZI 19%/26%/33%DIEBIIZOF HE 5 iThoin T, L ViES
DIFBHIEN THRHBREORREHEVBEBEN AL LD, KitEm

REBEICITEL o7 (p=0.06),

21



% %k %k *k

* %

30.004

k%

20.00 °

10.00 e —‘7

0.00- - J_ J_

p < 0.001 (Kruskal-Wallis Test)

Duration of UDCA treatment (years)

T T
1 2 3

Group

X 4. WHWRBRMEBITEDH R O UDCA # 5 81 & © Bk
WTHEOEF (KA E, BEOERF(KAE)EE LTy VY HESEHENE

B2 E W (p<0.05 [**], p<0.001 [****]: Mann—-Whitney U-test),

22



E 3
|
30.00
L
I |
k
° |
' 20,00 o
P
E
: [
m
<
QO
S 10.001
0.007 o
p =0.56 (Kruskal-Wallis Test)

T T T
1 2 3

Group

B 5 HBHEETRHHNOEKELY UDCALHEREEODILRK
RE I Al it L CH B2 2 %R O 72 (p=n.s.[*]: Mann-Whitney

U-test),

23



500.004 %k %k %k %k
I

) * %
= I
~ 400.00
L
B —
Q
‘>~
o
£
~=300.00+
=
E_J % %
Q
w
S

‘) —
< 200.00
(&)
S .
2 !
+ 100.00
E
s 1T
)

0.00- —_ T 1
p < 0.001 (Kruskal-Wallis Test)

T T T
1 2 3

Group

X 6. WBMEBETHEHNOKEYL Y OFBHIITE UDCA BEREED

b 8
EEDOEM(KAENTE, BEOEF(KNA)L L L TEHRES Y OFMER

HE&MNHEIZZ W (p<0.05 [**], p<0.001 [****]: Mann—-Whitney U-test),

24



o H BRI AR - TR BB - UDCA &S5RI O

Bk & 2 D&

A B o i AT A (Explanted liver volume : ELV) & £ % 7 A 4
(Standard liver volume : SLV) @k (ELV/SLV) %3 H L7 L Z A,
Groupl/2/3 ® ELV/SLV @ H H Al 1L % £ 4 1.22/1.15/0.94 T, KL v # &
DODBEIEFIZENAEBMPARICREVEVWIFBRERIG L (K 7,

p=0.03),

fi H O 998 B AR R BT L 12 B8 W T, Non-cirrhosis, Micronodular cirrhosis,
Macronodular cirrhosis O &A%, 4B XK 8IZ/RT B . B
MEBIZZONRICHE2MEL2F O 7= (p=0.006), FFiZ. i\ £ OB MIE
#i 1% £ Non-cirrhosis ® %4 25 & < (p=0.006) . Macronodular cirrhosis
D EIA PIE - 7= (p=0.014),

B, MEHFEBEEWEMAET Lo INIc oW THRFLEE Z A,
Cirrhosis & & U 7= JE #l @ ELV/SLV (+ 3% fif 1.03[0.45-2.42]) .
Non-cirrhosis & 33 S 7= JEH @ ELV/SL (R fE 1.47[0.72-2.01]) &
R AHE RIS/ S D272 (p=0.013), £ 72 .¥ 9 IZ/rx 34 Y . Macronodular
cirrhosis Bl 5 ELV [ SLV @ 1 JfE % 0.75 T& v . Micronodular
cirrhosis #£ 3 & OY Non-cirrhosis #f CTixZ O RE T K 4 1.29 B L O

1.47 T& - 7=, HI & . Macronodular £ |Z Micronodular # B X O

25



Non-cirrhosis BE L W b A B ICH EIF AR ME » /h & < (% % p<0.001) .
Micronodular cirrhosis # & Non-cirrhosis BHEO R ICIZT A EEZ %2 #H D 2 )

57 (p=0.52),

26



%k Xk %k

2.57

ELV/SLV

| T

p =0.03 (Kruskal-Wallis Test)

T T
2 3

-

Group

M 7. FBEETHEIANOBHEERHITIAR BEEBFEHEOL
(ELV/SLV)

MAEOEF (AN E ., BEOREF(KAE)E L TBMERR AR/
METFABEEN NS (=FZEMOEITZ2RO D) 2R RrINk

(p=n.s.[*], p<0.05 [**], p<0.01 [***]:Mann—-Whitney U-test),

27



Group I Group 2 Group 3

(0=29) (0=29) (n=27)

Non-cirrhosis 10 1 3
Micronodular cirrhosis 13 16 9
Macronodular cirrhosis 6 12 15

K4 TBHEEBETHEHEOREBMEMAT R ONR (I F %)

I R A i AT IR B 3 IR B AL AR R O WERIC ZE R O b7z (p=0.006)

28



100%
90%
80%
70%
60%
50%
40%
30%
20%
10%

0%

& 8.

Group 1 Group 2 Group 3

B Non-cirrhosis
= Micronodular cirrhosis

B Macronodular cirthosis

TBEEETRAEOREMEBKIT R OFE

8 % O B AEJE 1 T Non-cirrhosis @ JiE ] 23 % < (p=0.006). Macronodular

cirrhosis @ JiE 5] 23 > 72 7> - 7= (p=0.014),

29



% %k %k %

* % % % %
| || |
2=
[ ]
2~ [ ]
>
|
w
> l —
pa
w14
1] o B
o
0 .
p <0.001 (Kruskal-Wallis Test)
1 1 1
Non-cirrhosis Micronodular cirrhosis macronodular cirrhosis

Bo. WEMBATALHEHFAR (ELV/SLV) OXIS

Micronodular # !X Macronodular # 3 X U8 Non-cirrhosis # £ ¥ & A & I
5 R A B 8/ &y 72, — 5 Micronodular cirrhosis # & Non-cirrhosis
HOMICITAREEZZRD 2 o> 7= (p=n.s.[*], p<0.001 [****]: Mann-—

Whitney U-test),

30



HT # AE it alf © UDCA & 5 WM & B R H AT A O M IZ > THe
AT o TR, K 10" 98 Y . B AT O UDCA @ £ 5 W 23 K
WIE SRR S WL D AR AR MBI 2 R 72 (r?=0.151,
p=0.001), A HEH /7Y » UDCA HAEKGE LHHITAER O MIZ b FER
OHBERBKERD b OO (K 11), HE O M S 1% UDCA &5 Hi/ A
Koz n &bk L TEK»o7~ (r?=0.09, p=0.008),

¥72. UDCA BEHM AR WIEZERABEICIM/NREL DRV E WS
B &3 o7~ (¥ 12, r’=0.101, p=0.005), HE 2. LB NRE S O-HIC B
7 %5 UDCA &G HIRMIZ, HEEOH &L TARBICEN -2 (K 13,
p=0.03) ., W E M AT AW I & 7= UDCA & 5 HWI R I >wvw Tt
Macronodular cirrhosis # 5 9 % JE f] TiZ. Non-cirrhosis + Micronodular
cirrhosis Bt & ki L THEBEICE GEHHE AR E 2> 7= (K 14, p=0.001),

512, MAERICELETUDCA KRGS D Z L72x< 2000 12
P2 AT S 2 iER (MAE) &, UDCA Z B EMEKE S
TETHARICEY 2009 FICHBMEA AT SN ZIER (KA) Z 2R

T2,

31



257

ELV/SLV

T T T 1 T T U
0.00 5.00 10.00 15.00 20.00 25.00 30.00
Duration of UDCA treatment (years)

X 10. BHERBHFEE EZEEFAEBEOL (ELV/SLV) & FF 5 # e
UDCA #: 5 #i f§ « +H B8
UDCA #5HB A EWITFY., BHEEEMEOITFAEME ST AL DN S

WFZEMRAEA THD) &0 D HBEBERZBD - (r’=0.151, p=0.001) .

32



-

57
o [e) o] ]

ELVISLV

D T T T T T
0.00 100.00 200.00 300.00 400.00 500.00
Cumulative UDCA dose | BW (mg*year | kg)

B 11, BHERBHTFASE S EFAEOL (ELV/ISLV) LEEL Y O
FBMEMAT UDCABEREEDHEE

kEY 720 UDCA BRELEENRZ WIT L. BRI AR B
KEHERN/NE W (FEHEPEALATHND) EWVOHBEBEFBZEDZL O
D, UDCA & G HIM L oMBEMMK LT, KVHVWHBETH >

(r’=0.09, p=0.008),
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Duration of UDCA treatment (years)

X 12. fL/N4R%&k & UDCA # 5 Hi [ o 48 B4
UDCA & HEHIM N EWIEEM /IR D7ewn & v ) HHBEEKRERD -

(r?=0.101, p=0.005),
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Mo Yes

Presence of Esophageal varices

X 13. BEHREBOFEIZL S UDCAKREH B &
BE IR S Ol Tix UDCA & EHIRM 2 H EIZE N> 7= (p=0.03,

Mann-Whitney U-test)
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Non-cirrhosis Micronodular cirrhosis Macronodular cirrhosis

X 14, H#HFREMEG LB O UDCAERGHIE O &
Macronodular cirrhosis % 2 3 % JE # 1£ . Non-cirrhosis F 7= &
Micronodular cirrhosis & th#& L T UDCA #®# 5EH B XA EICE ™ > 7=

(p=n.s.[*], p<0.01 [***]: Mann—Whitney U-test),
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57wt ©  Group 1 Sttt ©  Group 3

FEREE BT T4E © 20004 ARG 1TEE © 20094

vy 5HIE : 2.670°AH vy GHE  113.475°A

M /NBRER : 17.9 (%104 /ul) m/NHREL @ 3.6 (10% /ul)

MELDXZ 227 : 20 MELDZ 227 : 21

EEFEIESE : 2L BIEERES G - &Y (LiIF2CbRe-Lg-)
i T8 - 2280ml T AT - 610ml

IEERFZAFE © 939ml IEERFZAFE © 919ml

b T S EAREFATEE - 243 T S EAREF AL © 0.66
JRERFHARPT R, : Scheuer I JRERFHARPT R, © Scheuer IV

X 15. %E B & =
v~/ e ERBBFEHEOOEENKERKELELRDATAAWMEEST LIt D,

BB RIE AN~ PRV U A VU RBOBIEARCRIEAR TH B,
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HO®mBEEFREDF =" =T v T 2B 4 FEFIZONTIE, T
~C O JE B A Cirrhosis(Micronocular 723 2 # . Macronodular 23 2 #1) T &
Sl =T, A—=—N"=F v T 2RBDRNroERIZEIT S Cirrhosis D
E A1 82% (9 B Micronodular: 56%. Macronodular: 44%)72 - 7=, Bl
RE i P A B (ELVISLV) 1B LTIk, AIH A — =T v 7 #E (Rl
1.09[0.66-1.30]) &t A —"—F v 7R (P I fi 1.08 [0.45-2.43]) D [

T, BERMHEZRD -7, (p=0.56).
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HOUE R O I R R AR O L

SR O BHEEZ O BRBEAEFHB I oW T, Kaplan-Meier % % W
THE LR, Groupl/2/3 @ 5 FEAfFEFRITZE N E I 83%/89%/96% T
b, EFEONBHEELNZERBAEAFEEIENL TV IHERAZR DY
DO, HIAFHEEECEIEL ol (7T 77T A, p=0.24,
X 16), F 7=, HHRHEDO ABEH LT O E S IL. Groupl/2/3 TZEh T h
1.0%(n=3)/0.7%(n=2)/0.4%(n=1)C., AR ZIXR O 72 > 7= (p=0.62), ¥
KOWNRZFRS5ICRT,

A Bt B X Groupl/2/3 T % h % 4 57(25-122) H /49(25-191) H

/54(24-128)H TH YV . AEZEZ R D 2 > 72 (p=0.60),
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X 16. HBREBITRHRHNICATZTFBHER R IIKE
544 TFF L. Groupl/2/3 TE N Z I 83%/89%/96% TH ~7- (v 7 7 v

7 7 A b :p=0.24) |
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Group 1 HE B 1 A 2% 58
it B T At 2% 52

NEER IR 26

e FEEHM% 4630

AT 1424

8 Ha‘a 2380

I Ag P I RIS PE SR B P 372

L N R 2236

Group 2 fitiz U7 =t ) ASE 108
PSR 1 A4 3iE 6

Histiocytosis X 1855

HIESL IR 1063

e S 3028
Group 3 IR A 2 12

5. WBEEECHICKT SRR

ABEHFFETITIET TR EM LI,
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Ji 8 PR B v E M AT A S (PBC) 1L . B % B M AR BB - 2RI K o THF
NI EH P FHEET T2 REERAHORBNHmBREETH D, B
X EFMICEHEIZZNZ EnmboRTWD, KB IT 528K
FIL 100 FAHTZY 450 NRRE L HE SN TR, AEEEL TH
FEOMBAICHYSY T L2EEZ 26 TWDH[9].

PBC OFRIEMHFIZONTIEH., REAHAZREANZIEINLTW DN,
MONPOEBRHEREEEKNFPEEL TV ZERHLNERST
X, DFEV, TRECHNFEROLLIFE AL, BEWREERKN TN b
VH—shofcx, BELROEENRSITEI I, T ESK
FEho2WiTARGELZEEL., MRKBKOZELCHERENERT L &
EZbNR TS, TLT, Wolz AREZRIMFIC L 2 HERKEN
Fo L. BB BE R, T EE . BRI o RN E
LHER ST 5[26-28], TR TIXAEHIREHKE - IFR 2~
BAERTRETHEARARREZD, RIEMIBE S L THFBMENEBRK D —
2 L7 5[29-31],

PBC ([CX 9 2A&KIHBMEDOREEIZRLG T, BERNMICE W TY TIZHK
SNENTEREETHOHIEEZEZ LN TE Y [16, 32-37], #EUZ2NE MR

WICH B DO T A4/ FERE R ~ AT 2 E B I2 D v T
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OO ORBMBBAEDO L ZARYRIEE TH DI ERAMI LT
5, HWEBM%O PBC BEL@MEINTWVWD (1-35%) 23, THIZH X

EEBIRESEFEWERFE I TWAHIL6, 38], EFHEMEIICE]
% Nation-wide 72 B & T & . [F £k O 7 & T Hua 72 [39].

WhE ek 2 B b R EE O WA &2 B AT > T & 72[40-42], 4 Jii 3% |12 T 1996
1AL 2010 4 12 A £ TOMICHEIT S vz PBC IZ X7 5 & i e
Bl (n=81) I OWT B %ZSFEL LW I0FELEFERIT. ZL LI 89%
BLOYBA%E ., I PBC I T 2AEFHF(5F 82%, 10 F 79%)& b L T
W WFERTH - 72 (p=0.3)[42], YR ICBVW T, RIBHFHREZE D -
JEBIE LB DT, R TR THRBERT TH S,

PBC BIEZO TH THICHVWOLNLIE & L TIE, mMERE Y L E
V. TATIVE, e br v BRI #RE S LTS [43]. K
Mayo clinic 226 O #HE T, F# - MBIV A EVE - W7 V7 I v
- 7w bR ZEOFE - FIREOFENS D THT
. (The Updated Natural History Model for PBC) 23 £ "8 & 11 T E Y [44].
FlZmRko#EIT L7 PBC o7& FTHIKAF L LT, MELD X 27 ®
Child-Pugh % =7 & (2| PR @ s 7F il O B2 IZ B A v b T
W5, LrL, WIMOFERED PBC O T#% - HmIRERZ T T 5K+
B 2MAETIMDTROATWDS, ZThid, PBC BREZEZDOHKEICAK

AR DL WREBETHY . ERLQWEBHEMPEL VN LIRS RER
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To DB b bH[17,45,46], T4, UDCA IR T DB EISENZ D R
BMoT#H (FHEh) CEIBEEST LI ZEREHO 7V —TIC Ly Fmes
T 5[43, 47-50], F7-. BIEN PBC O#EITICHEE L TWwWb L #RiE
SNBH7E[51]. o mAORENFE T WD,

RFFOFER, PBC IZ XV HFARARICE L HBMEOWEIL & 7 > 7 iE f

I TO X B EEH L ENRINT,

(A) BEOHFBREFICEB W TCIX, THEDOEH &L T, UDCA @
B 51 28 O E B2 £ o T2

(B) T F A & i AT & 2 S B RE I F5 W T L BN R I A R
X kv < ZEHE A . Macronodular 2 29 2 FFEE I E VY
Mm/ARBPIET L, BEFHFIKEOEIRIEWIEF N LV £ L
zhEO L, EWVWORBRTH -7, REHIRE OGS R L O/
WRE DK TIZ, EICMARETEZKBRL TS EE DAL,
Flo. O XD KR Z RO SEF 1L, BAATIC UDCA A
IV EHHEKS S TV,

(C) iz, MEWCHBMEZEAT S WL I B W TIEZ. MIREIT
EIEICZ L <, B F R I FEAF A £ 72 1L Micronodular 72
FEEZOBEZE L, HESFERELME > THBRHAHIZHTHF AR

EATTIERMP LIV 22 HD ., 29 WVWolmBofEf T

TP AERT O UDCA OB GE#HE N X0 E»- 7,
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SElOoBRFTOREEONT LR OMAEZ XFT 567 —4% & L TiL,
MPBC I2xf34 % UDCA @ # 5728 1987 4 ® Poupon 5 @ # & [10]LL % |
1990 FLIBEICHFZEIZESF L TCEZ[9]2 . BXOO@UDCA R H
HOBMK THHIND X917 5 UANIZREE S 7z THIZ B W T,
“BriifefboER” LA T “MER” RTPHRARESNZ THIT 2K
F L L THRENTWE[44,52]E VWO HERDH DL —~ T, TOVLITED
wEIZBONTIE, PTEREARRTFELTHFERZZSF TV 20 0RH
% [48,53] AanzxElFoh b,

RIFFET, BHEMEFAEBEAEYL7ZY © UDCA BHE &5 & O [
WHEBERAMRS R E e, £OMBEBERILZ UDCA o5 A K&
OMHBARKREETHNED THoTe, THIF, BFEZEIZE W TIE,
TE5MRY BEIC UDCA RGBT D2 ENRRBHFETHY . KRB
EITLTHLEREITKED UDCA 2 5 L7zt LTH, HE (K
BHICETT LA T70WB) 2MA 52 L FHE LN L ERBRLT
WD AN B D,

Wi B2 UDCA #8E A4 %5 Z & T, PBC EMEIEF O T 1% 2k
BINTZETIHENTEMARNTHSE, ZhA6D0HEITE W T,
Frlo P ilE s B A ok ER EHG5 R0 OBED R % 8D - E
CBWTTPYHLEOAREENE W & & TW 5 [47-49, 54, 55],

O LIEHmEDORKRK, UDCA Z RSB AT L2 &N —fRHy & 72
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D, OWTEHIFBEOBEISERDIEMPHEDLTETVDLLEOHED
& 5 3 [14, 15]. UDCA O FHRIGHFE N BHF EF MBI SCH B £ o MM
FIEETHZ IO T, RMEET 2R ENEHLLILICLHE
TRETH H[56-58], = H 2, ®MY7e UDCAEGICHLEDLL T, R
FIZ IR R AT LIF AR BRI o IEFIIC DWW Tk, REM B2 M —
DRMFETHDL Z LIZIEEDY 722 <[59, 60]. = 5 LIEH 2 FH i
A5 FEEAMNY T HIENABETHDLIEBEZ LN TE T,

[HX% ., PBC OB HEIZHO>W T, HEMEIT LICKSERE 2
OSD A B =X n (DM D Cholestasis B L OV & = o #l#b 2 b
EOTHEOMRKE, BIUTQU A ILVAMEFEEREICALOND X IR
Interface hepatitis 22 5 ML ET T 2N F — ) REBEBI ATV
[61], £ 7=, Aishima S X, RO NZIERE 228 6 Wik o K v PBC
iE 51 > 5 BRAH ik BT B oo K & L T, Macronodular R BEZE B 2 2 L T W
L2 BXOMHZEMmHL LV ERTHLL Z & 2HE LL[62],

A ARF D Nakamura 512 KV . PBC O [ PR 9 72 93 1k D #E 47 £k X2
LT, BB RBEINTZ, 200 T, HEBEOEWDH GP210
kit b ATHEREORREZABCHEKLBEEL TWVWD Z L
MR S LT W 5[5, 6, 63], %12, FL GP210 HL 1K @ 7 1E 1% “hepatic failure
type”® . Hik v b AT HAK D17 TE 1L “portal hypertension type” D #E 1T

B9 5 &l S o [64].
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O LEEMEICHENRT ST R A B i R AR B 28 5 6
(EERME O T - IHE R BB T 2 A28 ) BEA 2012 FFI2 K L2 TR
FEPERB M Z (PBC) OB A FT A4 ) [BliTBWTIX., — &
M o EERY 2R CIRAICETT 22407 BHREITE), RELX 2
THLZ LR AEFHIKEN LB ESICHEAT L2107 (MIREITIE
JEATH)  RWIICHEZ 2 LIFARICED ¥ A 7 (HET A 2EITR)
DI3ODIFRIC S TV D,

ZD O b, HIEFAREETA (“hepatic failure type”) 1X. HJH O i
T T AEIIHF A~ ERT IHETHY . HFRHELD
EATIZH Y > TlI{ELE I LE AESS PT HEHEORELREL (DFD
MELD 227 O @7z bH) #H< 2 &6 [65]. KA TH L »E o
72 TUDCA Z EHIME G INTRBICHBHEICE > EF ORI, B X
[0 CHEAT S TP B REAE B D £ < &5 © D E B O IR ) R
cIPlLTwWas EERXOND, £, REM O UDCA KEIZHED L
PTHFZE M - AR AEA L - FIIRIETCE 2 £ > TIF AR 2T 25EH . B KLU,

T OB AR IE B 12 2 < B b D AE B o B IR AR 0T . PR R T o E SR

B

1T (“portal hypertension type”) DOFrE ELEMB L TWDH, Z OFiEHE

B O 2 X 17 2R,
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B FR AT
- M O PR TREC S A FAAREE TUAESE S5 AT
« UDCA$ 5K AS LV E B « T DR RBAEE ST TREIZ 26\ VGER
T

(AL * UDCA$ G- #IH1 23 5\ MEH]
P4 - PRIREE FOEEIC 2 L, (i
HEAEIZZ L\ MicronodullerZ2BEZERT | st - PHNRIE O EA TV S
FRHE(L O AU 72 Macronoduller 72 fifi 22 JIT

AEIR

5 JEREARE D WIS 72 5
ai ‘ Z L wn

HRER

B 17. AMACLVEBONEBEROFEBROEB L | IJREEBEH HFE
% (PBC) ORI A NTFIAL ] I2X? PBC OB oEOBEE ([8]

EVBIH - ®E)
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ARKAFFRITIFBEGICR BT THY . FBREOEIS & 725 7%
WRZBOIFEIEF ZBFTOFRICEER VD, &< E T OB
TH 2w b oD, UDCA OB 28 AL ZoMkkec &b JIFEKZ
S TS ERICETT 5 X5 . HENARESTOMELT R IH =
NTWL A EEND 5., 2. MIRKETEELITROIEF Tix, KM
> UDCA &GNt LTH, MEENLITFARIZED ITBHE
DHEIGERS> TWVWDHLAEERDY, MELR 70 =T v 7B LOESE

O J B 72 R A B O B EAE N ORI S D

T, 7 LT A4 FEEMNT (Genome Wide Association Study) 7% /]
BEWC 72 . B o —HE£A (single nucleotide polymorphisms : SNPs)
A PBC OJFREICE G L TW5a L v WA E»S MKW 760,
66-69], = O LE-EBMERLE D THRTEITH> 2 & T, KMFETED
NIEHRZ TXZATO2RFZ2RALED Z L HfFSh D,

1980 FR LUK, PBCICH T 2MBMBEOMMEMA M ELTWHWD Z &5
HE SN TWDLIHN, THITECHBEFIRLOIHRTEHEOMESR - B X
OCRhEmflAlza ot NE#ROM LI BDOTHDL EEZD
TWD [70,71], AMFETH . M FHAEEZTIRAVWEE 2o b
OO, EEOHFBMHIER CIXEEOER & L TBMI%OLETRNE
NTWDLHEIZ® - 722, T A A AT O 5008 KR O E W I X

HHDOn, WITERDO L REFHRERICLLZ LD TH D0
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COWTEMBmA Lig TV,

WA REORWEB TH S PBC, TDOH THEICHELT L E
ERTIHBEENEZR AN BICBTI2HFEET RS0 -2, &
Pl ceafFZzHWERBZORFTEZIT) ZEPARETOL- LI ETH D,
Garrid L, HEREARTYH TV v 7T —RNbehbTRD LN
52 & A, PBC JE B O i & B2 W 12 35 1T S 1 T AT R A o =
LI O W TR T 5 [18], AHFJE Tid, HAKRMEESE (WHO) X
DAEME ST E[23] ALY . B/ANEORE O Y A XN o THEZE R
(Cirrhosis) Z Macronodular ¥ & UY Micronodular 2438 L 7=, — % IZ

Macronocular cirrhosis # 2 3+ 2 EH TIX (JRELICE DL S T) FHH 2R

“

Fiea T2 N E < F 2 MIRE T EE S B /YRR IR e 1T R HE AL
DOEATEEHHE L TWD E I 5H[23,72], AWFIE TIT - 7= PBC T3 5%
FBREIEMN OBRFHEREL ZRICHh b Thoe, BIC, HFBMEE
i R S S 2« O MBS 2R T OEMOEANEEL TWVWDH I L,
BIUOZOHMEAMMEG & UDCA OB GHM & OMICEAKE H 2 2 & 72
L E - IR S T,

INETE, AR LEFAEKOBRFTITITOATEL T, HoONIHE
IAMEICHMABOLD THY , RHALREDOEZL KD PBC Oz 8
Ry —Bhe2mRTHDEZEZTWVD,

L, AKMRBIUTOLI RRANDH L, HF—I2. BAHMAE DM
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HThornEBETFONDL, B IT, AP TIE, EF PBC OJFRE L
ODEERRE SN TWVWDAME K (H GP210 Hifk - ik v b R
THAEE) X SNPs LR EDOHENFH LN TV RN, =12,
RGN HE —JERICB T 2RI TH O . R B REE B IR > 7= &
B ESTVWDI2R™DDLH, ARIGONTEHRAEZHESY Lo BT AL
TLHEOIE, REEFEORRBELR IR —FTOERDI BN LE

Th 5,
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ARAFFENT BT R IEME BB PR AT A A (PBC) Z IE LIT A RITE D
PRl 2 Wi AT S vz 85 Bl O BRIR ) - B 2 R & Bt L 72,

ZOREE, WEICTHBMEZ AT S Lz PBC OFEHIE ., I 0 JE fF &
L <, BEHIRKBOAMENKLS . FEMBS LOBMELICZ LW
SEGI(GREF AR 2EATH)NZ W2 R RSN, £ LT, WENFA 2
TR ORER TIZ. UDCA O 5 WM 80 o 7z, F OB R E §] 12
X, FFICHEIORESQRTEAEZ L., IFEM - MIREITE Z > TIF
ANl 2 9E B (P9 IR T ERE B AT BN 2 o 7o, BT, MIRE JC EE
AT DOJEFI T, UDCA B EHMK G STV, Z20HFxL LT,
PBC IZXxt 7 2 &I ipHK (51T UDCA) ORKH L EENEEL TWD
AN D EN IR INT,

ARBFFETIE,. HFBMIZE - 72 PBC O A2 E B 2 £ HHI2 ¥  BRE
L. REAWZ R DL PBC OMKHBOMBHD —B) & 253 A %15

77’»’
— o
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