JRBEMEARHMERRE % (PBC) BT A KT A2 (2017 )

JEA G BRI TR BOC IR FE S 236 TREBIEDRT - AEAREICEE 4 2 AN 7E) BE

2017 -3 H




IXU®IZ (2011 £EAR)

JEOREMEREAH-PEFAEZ (Primary biliary cirrhosis: PBC) (3B RASRIZMI STV VB MEETT
PEDREH 5 S HMEITRBTH D, 1851 4EIC Addison & Gull DICK - T CRREH S, 1950 4E
Ahrens B 2)I1I2 X 5> T “Primary biliary cirrhosis” &y S3L7-. JRERMER A IEMEIE LIRS
M % (chronic non—suppurative destructive cholangitis:CNSDC) & RIZENED AR Z K5 &
L, MO ERZAIRROZE M - BEAEIC X - C/NEERIIRAE 23IREE - IR 5 2 &1 X 0 18 TR IR ©
SRR 5. B ) SISOV IFSRE MR O &ML A2 A T, FEmPIZIIRF A D PR 2%
295, BERANIZIR 9 o WIS O RERK, BXOHOCHEO —>THEHI bar U 7HA

(Anti-mitochondrial antibody: AMA) DML E R E L, FHELUZ O LT ZV. BRER S 4
< HBIIRWESE L PBC DJERFI H %<, ZO X 5 ZEMITEEMER CRE L PH D V. AEI
i x DEEEA L LB ICH CHRO—>Th 5 NMA BNERRADOERICHEMEL L, F7-, 18MEFRR
R, v — 7 U UEERE O B CAREMEESCBIER 2 G0 LT VW L h, WEEERKICIZA Ot
EFHEFE R B Z LTS, L, BIEOREL 725 6 OIX), MEREEOEFIIMTH LD
2y, BUEZRBH G ST,

RIEIKE LT, WEREREEMEZ LT OTHEYORBIIALNRNVD, UL TAF v a— g

(ursodeoxycholic acid; UDCA) 73 1980 &0 B Lifd H A, BUfETIEH -SRI L 7o
TW5. PBCITHDIEERTHY, UDCA Zxt% & LIZBRRBRLMIT ET VA LU RE N T U F L
{EHEEGERBR T2 < 13T TV Wy, UDCA O PBC IR~ G BRAAHT & 2 TiX, PBC BREDOFH# L
KELEboT-. 2009 FI21%, FNEBE 272 PBC, & D VITIBMEIENT 9 - HMEFEEREOZEA A R
FA N, FRFIKERFIHFS AASLD, = —m v <HFlF2s EASL kv RS-,

BIRTA RTA 0 TlE, BPEOEB LB E 2, BO/EO—FNEE, M8 - IFEE, I
FHEE73 PBC BE DB HT > TEBBIZT REEHEE L DO LD THD.

201143 A
JEA T8 AR OO 7 26 TEEATEO T - IERBICEE4 2 iRAN e BE
(B « PEANTERAZ)

FIRRHER : MERICBED > T2, RRRIREITA FTA 2D LBRT & COTITA Lgu.

B BE R RETIRT RS TEIREORT - IRERRICET 5EMZ) 3
(PR : FENTED)

FHEEEHEFEESRS ORaE  FHZED)
LG RHE, LBy, AR T, TN, MIREARS, Bz, THER, @I
RARER, TEANE, ERET, piREE, REEE, =) i
ZWEBEY - TN —F (TA—TE  hE%E )
FEIEFIE, w1 —. RS, BERE T, B . BidR—
ERO—F IS ITN—TF (INA—TE @Il —)
gz B EERNR, AR E
PBC SAEMAI SRS [BETA KT 4 DIER WG]
(IN—TF  AIEXRIE)
THIES, LBz, MRS, $fam®, HRER, TIBA, BiFEREE

(A4 o4 DVER WG] fEEHS
AR, NAREE, THENG, T R, BB, MBGERES, TILREE, AR, i,
TAM, @ISR, IIA, W& BISHET, JFEE -, BT 8, REECR




2017 :BREICHT-> T

2016 4F 13RI PEREIEARAS % (Primary biliary cholangitis: PBC) JoAE & 727, 1950 4E (4N
L ENT-H B < JERMEEHMEATEEZS (Primary biliary cirrHosis: PBC) & L CTHW G ILTZRA DY,
HRILBEICEF I N2 Th D,

ASEIOBHETA RT7A VEETIEZ ORAEE L LBz, 2011 FFEITH. A =T v ARIKOZE(L
NhHYRELASLERZ Y =L ZAF 3 (CQ) . B)FH-ICBMNLEL Q. F5MMEREL.
2011 iR & BT AR Tz, BARBIIZIE UDCA IBEDOERHIE, 70 6 ITEENE SR
B DO ONT, ESITIHHERZWNIC OV T, [H QKL TH IR ET A& BML, fENE
EWELTND, TR CTERERINE S 728 LWIEEANZ SV T CQ HiBi L7z,

2011 FEPRIER R . TA R4 BT AHRO T A L~UL e 7L — ROWRED, GRADE T A
T AR THER SN D Z E N IFUFHEL 700 | ARWFFEHEC K D AIH2R T A K714 2 (2014) b A
VAT ATEEISN TS, AEIOEBH CQ 2oV TH I AR LR, (Bl AT LADRR S
CQ EHELHE AN A RTA VDR THIFT D L Lo, AH%OSEICEE L TIE, GRADE v 27
ASNDEELZTELTND,

UDCA TZhE2IR+4372 PBC (Z2%F LT, WEHE FDA 2% obetecholic acid ZERA L7-Z &/, PBC
PO FIRFRICAD ZENRTREND, FEORICKE RN EIRKTHZ L RIEZ27- ET, PBC
PHETA RTA VREEDEE LIZR 5B CTHIUXLEFE-> T\ 5D,

2017 4 3 H

JEA T B IEIR OO IR 7EF 2 TEEATEO T « IHERBICEE3 2 At Bt
(BEE - #)ll—)

FIRRFE : VBB b o 281X, KBIRTA KT A4 B BRI & COLIFA L.
A B BRI BT IR e TEHAME O/ - IRERBICE T 5 EmMZE] 3
(BEE : #JI—)

FEMBEHETEE SRS (OREE  BTE)
JRmE— WF7E0 M), NRKE, M RRS, THENR, P,
AR, MR E], BEIRE S, R, SR (WRER )

TZBIA RS54 v DER WG] B2
INBREE, THER, MTILERE, BTE, 86T
AR, IRIIE, MIEESTE, BERVE -, B, BEE -, KEE, [LEEI




H &R
WF SRR AR S DR TR
. W - IR

I

1 2
2 $ERI - BRIV

3 JEfE - A DFHE O
4 JRELZH

5 R

6 HIERE 2

7. A - TR
0. /% - BREEH

1 FEAR T 6t

2 BFRE

3 SRR

4 JEE - A DFHE D xR
5 IR

6 R B 22

7 BE~OHINOX A I T

B PBC ZWr, REFSHREDTZDDFE
B PBC 2Mr, DEFHREDT-HDOY <Y —I—h

B ERMEETEEER PBC) BEROIZ V=N JTRAF g v
[. EARPHEFIE

QI -1: JFURSMERRH-PENRE & (PBC) & IX E AR BEED 2
QI-2: AT EDIIITEZ LN TNDHMN?

QI-3: BEITAARIMTAL HNNEHN?

QIl-4: EOXIBRADREY T VD)2

QI-5: BT 5.

QI-6: EDXIRIERDBET B2

QI -7 : PBC DERKRMRAT — & OFFEIL ?

QI-8: EDOXIRIBEIENHHN?

QI-9: FOX IR ET=E D)2

1. PBC
QI -1:PBC OFZMITH T D IFAEROETRITZ? 2017 JB4i
QI -2:PBC ORZWr I BRZ W I XL EL ) 2




I. PBC DIEMiRHE

1. UDCA

QII-1-1: UDCA OZNEIFTMEFR SN TNDH 2
QII-1-2: UDCA 5DV 2 7132

QII-1-3: UDCA TV 2 bH ED X 9 7 BEITREG L6 v ?
QII-1-4: UDCAIZED LI BRETHOETEREG LS Xvmn?

QII-1-5 : UDCA DNFHIEIZE D L HIT LS L2 2017 B4
QII-1-6: UDCA TERhENEOLNARWEAIFE ) LD XWh? 2017 B4

2. Bezafibrate
QII-2-1: Bezafibrate [FED X I RBEICED L IITHEELZL LW Ax?22017 184
QII-2-2: Bezafibrate ¥¢50D Y 2 7% ?

3. BIRREATuA F, fhoEy

QUI-3-1: FIBREAT A FEEIXED X 5 RBENMEILS &R D02
QI-3-2 : BB E AT a A FFE5DU A7 [11°?

QUI-3-3 : DY) THENHER SN TNDHDIEH L0 ?

IV. AOHEDERDIER

1. REEEEOER

QIV-1-1: Cholestyramine |% PBC B2 O JERREEIEIZ B Zh A 2
QIV-1-2: b A ¥ I 313 PBC 3 O [ JERRFEIEIC A 2N 0> 2
QIV-1-3: Rifampicin I% PBC 3 O R EREEEIEICH N 2

QIV-1-4: Narlfurafin |% PBC A3 O RJEREEIEICA NN 2 2017 3846

2. FHBEDIHK

QIV-2-1: BHLIRIE KT 2 5RO BAAGIRENL 2

QIV-2-2: Bisfhosphonate 8% PBC B OB HERIEICH N 2

QIV-2-3 : 7EMT vitaminD3 HUK|<° vitaminK2 $4%)1% PBC BBE OB HERIEIZ G Zh 0> 2

3. HLBIEMREE DR

QIV-3-1: Hif# cevimeline & pilocarpine ¥afEH T PBC & 0 MR ERIEIC A N ) 2

V. PBC A& ORRRBLE

1. FaEslzEE

QV-1-1: BEORBBIEIZIIMEEELE L2 I Wvhin?

QV-1-2: KAOERZITET AT 2L LTHELEL L0nn?
QV-1-3: THINHIAIHEDHIEDT-DICHEFEETRE Z &1E?
QV-1-4: PBC TIIHFREDOREITHALND 0 ?
QV-1-5:5PBC FBEH D 7 + v — TR ZIT D Z L id ?

QV-1-6: HREZEHEEITIIED LIS LS TV ?

QV-1-7: R L7-EBFEOEH CHEET NI L1X?



2. HE~Da YT — g R

QV-2-1:
QV-2-2:

FEIE I EE~D = B L FIFHIIE VOB T ?
FERERE A ZE ~D = B L FIRFHIII VOB T ?

VI. FTFteiEs 2
1. WRBREOBEISRE, FEMEREH

QVI-1-1:
QVI-1-2:
QVI-1-3:
QVI-1-4:

AR 2RI & L2 b X ?

JMFEREAE & AR TR CRAB I 2N 722 5 > 2

PBC (Z5%F9~ 2 A1 O alci 13t oo £ & Phile L Canfaras 2
JMFERTFREAE & AR A Tl iR DB IZ 22038 D ) 2

2. % REOEHROMLS

QVI-2-1:
QVI-2-2:
QVI-2-3:
QVI-2-4:

WEOHEIRITED K 5 7 EREN 2
Witk DR ZR < THETH D02
PBC BB ~DBAHEZ ICFFICERE T D2 &3 2
PBC BE D P/ A UGET DO D FFIEIL?



BAZETA BT A OVEREE (2011 £4ERR)

PRTA T4 0%, BBEO—ENFHE, 1Hbds - IThEE, FFsEMESE, PBC BFH DHIC
Bl TWAEMZRLRE L TER L. = EF 2 L5 LEROMZBRICOWTIE, PBC DIBE, &
OFE DR, BB, PRI & BAEE~D 3 YL MEEIZ SV CTIE, PubMed-MEDLINE T
Clinical Trial, RCT, Meta-Analysis, 01/1998~12/2009, “Primary biliary cirrhosis” & &%l
ZROEHAL T English XIOMBKEIT 72, ZOFER, UDCA 2B 2 BRRBR A RN T, TEF
AL~UL b L ED L DITH BN o> T2, KR HERD S OFF ST B0 - 7=, 1REFED UDCA |2
SUWTIE, 1987 4ED Poupon & D Lancet OGS A MR, %< DT X MU ER, AZT7F
AT, FORR, MRAILFEOSBEDO L TR, L, B E COWMEZ= RARA
YRELETHROKELLTEOLT EO/BRENELN. FERRUERIIR L. EBRIZ,  UDCA
@ PBC{RIE~D I BHAART & % TIX, PBCEAFEDO THR LRI Ebolz, 2009 i, FhziE
72 PBC, & 2D UNTIBVELI 5 o IMHENTREBEOBZIET A R T4 20, TNZICKERTIRSZ AASLD, I —
o ST EASL L0 BE S T. KT A KT, 6D A RIA BB LeN,
LV EFT A L~ULREV, XY Inpact Facotr Wi W XEREZ S ZEIZ LT, BVEOER[FLEE L
7oA RTAUMED BfTo 7. EREBIIEE(ET — LM CHBEICEREZZHBL, 22 R2AE2ET,
B RIIFEBEE 2BICEM LT, a AV MEEVEEEZNATa 2257,

KT A BT 4 0%, BB, EREOHEER L ILCEMNICKET 2HERSH L. 2, 34FEIC1
FEIIMELEZLNDN, RELSBEERNEDD X ) 2EHCE, AIAUET T RETHS.

ITEF RV EHEED L — R
O G LI CORBICHHE DT ET U A L~UL LHEEED 7 L — R TR0 H il 7.
(EEERY— A Minds(=A > X) http://minds. jeghe. or. jp/)

BIEFURLRIL

la F U MMULEGRBR O A X T F Y &

1b Lia b —oDT & 2L HEGEAER

2a SR NE bR VR b — LA RS kR — RFZE (BT = BFSE)
2b U NE R EDR VIR ED Y ha— LA a3k — NS

3 = e arhua—nAmge (%56 S 5E)

4 RLE TR DO LLi 7 & ORI FRE, 6 R & R 22 OIESE
5 EGIERE, 7—AY ) =X

6 HEMFEEAOER (EMEREESBEZET)

BHEDT L— Fo8E

JU—FA : (THX72M<EIDLEND

J1L—FB : 1TH>&5806Nn3

J1L—FCl @ 1752 ¢EFELTHLIWVDR, OB RaBR s 720
JL—FRC2 : FBEHRILNRNDOT, B Sy

J1L—KD : fTbhbRnkr#dons



http://minds.jcqhc.or.jp/

W2017 B RRDOVERRE

BRI CQ DT L A L2 B LRI DWW TIX, PBC RN A KT A4 > (2011 4F) F&1{T1%. 2011.4-
2016. 4 O HTFE SN - 9558 D JFR 234 L % PubMed-Medline & X Cochrane Library I CHF—U— K
R LTz, SRR OFERIT, F—U—RICL 2% (D) 2i7-o72t%k, 77 ATV R T—IkRA
IV —=27 (@) %#iTo72, TOBRNEEZBHR LT IRAZ V—=0 72170, CQICRTT D%
Z., HELEE T BT AOMIOIRILE e o= F iR (Q) ZEIRN LT,

VERRZIIWG (EEMAETEREZSH L, a2 257, BRI, RO - IHERER
BT DRANSE) BECETR T AEERBICE L Ta A 2D BEZ Mz TCart R
Gl RBIENTA RT7 4 0%, EROMERL & HICEMMICSGT T2 0ERH D,

TETVADBRE LHRDO S L— N3
TET U ADRS EHELEE O3 GRADE v A7 AZJEL, 'Minds
( http://minds.jeghc.orjp )2 A A K7 A AERRO F51 X | (2014 FITIH - 7 Thddk L 7=,

TEFUADRE  TEF L ADRKOMR S 23 - A

A (). B (), C (59). D GEFIZH) D 4 BpE Tt
HELTRE

1. (B8, 2. (350 2 B CRiE




1. 2 - WIRIEE

1. 2k
JERFRMEAEH MRS R DM EYE (P27 )
[FEAYEDIF « JHER BB 2 JFHF5E) BE
JE SRR - PR AR AR 2% Ay Bl
i N

JEIEPEAB- AR Z¢  (primary biliary cholangitis, LA FPBC) 1%, WKIA « JRAEIC B C 5%
FHIREFF D EE S D IEBMEEITIED IR O SRR TH 5. PEFELMEICaRE L, K
FERCCHIZT 5 2 N2, SIS, HiRT 25 2 &<+ 2 &% <, MIRETT
RN ESHEE I 5. WK E, JEMEEME (symptomatic) PBC (sPBC) & MESE et
(asymptomatic) PBC (aPBC) IZ/0¥E 4, FREREFFRS, HE, Rl H R, K, FFERNE
7p PRFREEICE S BMMRIER 2T 25A1E, sPBC EFES. AL OEREZ K HETT
aPBC &I, MEEMED £ FHAEL LT 556038 5. sPBCO 9 6 2mg/d1LL Eo®mE Y L
EUMAER 2T 5 1 D& s,PBCEREDY, Z LA % s/PBC & FES.

1. Mg - bR T A

JEMEVE, MEREMEMEZ T, MIGNHE RS (ALP, yGTP) O EHZFRH, HiI b= KV
THUE (antimitochondrial antibodies, LA TFAMA) 23FJ90%DIEM Ttk T 5. Fi=, IeM
D EFERBDD Z ENRZU.

2. AERERTFRYPT L

JEkRRR CIE, FFA/NRARAE ONEERIRRAE 72\ LREERRA) (B MEIE LR SR PERR A 2%
(chronic non-suppurative destructive cholangitis, LLFCNSDC) %#E®D 5. JRHIOMHEITIC
PEOIEETE, B EA LT, MEPEIFmE~ SR L, g stto 2 bbb,

3. AOHE

T&PERRT 5 > WHI RS, BHERE, @SIEMENERICHE L, SIEMEN kT 2 5Ha 10K
JEEEEEZEY Z N D, v — T L ISEGR, Y v~ BHEFRRELREOA A
EYRBEEIT 52030 5.

4. HERIFCK
H OO PRt 2%, IR VEREALPERRE 28, ABVESRMVERTINIETT 5 o0, AT PR e 72

o

®

W

WOWT NN T DS T DHHDEPBC L2lird 5.

1) FEARFAYIZONSDC #38, MAFTRZPBC & LTFE LRV ED.

2) AMA 2SPREMETT, HEERFAICTIZCONSDC DFT LA RO 72\NAY, PBC 1T JE L7

(compatible) #fkf%EEZ~T HD.

3) MREEHIRER OHBEAIT A, AMA ABEMET, Lash BERRIE R ONRE S PBC &£ 2 b
N0




OPBC DEWMITIIR 1ITRTIEENREL D (ZEF VAL N)L1)

F 1. PBC2Wio@ L 725 3ITHHE
O  MEEET R CEMEDORRE O S AT A (ALP, y -GTP @ L&)
@ P b= RUTHIR (AMA) BEMERTR (BB EHiRIE £ 721X ELISA IRIZ K D)
@ R CRIPT L (B MEFEC BRI EREMERR S 28 (CNSDC), PAIZFEAE, AT ZL)

@2Wrix NERMMEHHEBEERXOZWELE (ER 27T £F)] s [ZW] THl->TIT S
(ZEF ALV, #IBE A).
1. S SN %6
1) AHERAIIZCONSDC 238, MAATRAPBC & L CH/E Liﬁb”b@
2) AMA 2NEEMET, HEARFAIICIZONSDC DO AR 72, PBC ICFJE L7
(compatible)
Mg 2T Ho.
2. AR S DR WEgGE
3) AMA 23GMET, L bERREB R OGRS PBC £ E 2 65 H D
Trbb, LIRSS 3HED S 5OQO 2 HH M3 2 56

MEMO : 5t b2 U 7Hilk (BE®LHiAL, ELISAE) |

I bar FUT7HE (AMA) BEEROLHUARE : PBCIEBID 90%LL EIZHiH S 4, ZIiHY
BEAEV. REIE—RITIZZ v FOFEE - BHROBFET R 2 5UR & Uz MEsotiuREN
Ao s,

ELISA ¥ : AMA OXISHURIZRELCILFRIMEE R EN D, M122bM9 O 9 DO
IS, 209 H M2HEDS PBCICRRENE. M2 HURIZI F=> P 7HNRICEF
FL, 4277wy MEIZT 70kDa, 50kDa, 47kDa, 40kDa @ 4 >OEHZREHA ST
5. ZOHT 70kDa OEHIT M2 EOKREDZ LD, €OARMEITE L E KRR
#HEK (PDC:pyruvate dehydrogenase complex) @ E2 component (PDC-E2) T&H 5 Z & A3
OISR TWD., 512, 2-acid dehydrogenase complex (ZJE9 2 3IkgE 7 2/ Bk
FEEFE (BCOADC-E2), # %V 7 L2 Lglik#RE#E (OGDCE)S PBC ([ZRFEM e M2 i
ROFNEHURTH Y, TWBETIE, Mk, LA b FY 7B &R & Uiz ELISA ¥
BH WHNTWEHI Far FU 7 M2 fifk e LTRIES TV, BEE, B3 20
FEGHTURZEA LA EAZHURE Le ELISAIEIC X DHER AL TWD.
(Gershwin ME, et al. Molecular biology of the 2-oxo-acid dehydrogenase complexes and
anti-mitochondrial antibodies. Prog Liver Dis 10:47-61, 1992.)

2. &5 - B2k

@ EBHDIEH 5 S REBER X NECHEZ2 SR BRE 2o T ER L WO BLAN LENZT
BETFOLNDE (2 (ZETVALR_L 1),

QE G2 (BEFE, CT) CHEMBRE*?ZEXEEL T IEBEETHS (ZETFT VALV
1, HEAREE A).

% 2. PBC mEERIZ

D) | B3 D o WPERFEE | FFRNARH 5 o 3 2 TSR rﬂfﬁfrmﬂaﬁ 9 o, RIS MERE b
MR 2%, 1gG4 BHufE LMEARAE 28, Rl AN IS Js b i

P ZEME Y

2) | SEBRE LY RE | B CRIENERTSE, SRR

10



‘ 3) ‘E% ALP, v —GTP IfLfiE ‘ JHREBEEINZE, B2, FURIRFSRETUHERE, ARNTEIFRESE
CIRFBR 7R R R

OLUTEBIIREND & ) HBIRARFTRIZE L TWARWA, PBC DAL & X b B RIEBEE
T 5. HWBIG LIRS HIZBRZIRELHHDOT, BBLTELIEWTILERDHS.

1) BE.H#i PBC (early PBC)

FEPRSCMLIE AL F O R DS HB T D LRI 6 AMA IE5EE 2 L, RO REEFMZE b bihFE - T
WD ZENBIESNTEY, BYUIPBC EHEhTWD. IBRIILEEET. RBBREE1TS.

2) HOSZEMEEA (Autoimmune cholangitis, Autoimmune cholangiopathy: AIC)

BRIREOIZIE PBC D4 22 L7203 & AMA (321, HUEduiR (ANA) 28@& Dftia 24 2 Jheio kT L, 1987
12 Brunner & Klinge® 2 X o TH AN Immunocholangitis & WO LM TIRB INT=. FOREFED
JRWHEIZ %F L, autoimmune cholangiopathy *, primary autoimmune cholangitis, autoimmune
cholangitis ZEDAFRCHEB X723, BETILPBC DA & § 55 2 70— TH 5. UDCA D%
REPRHONBRNGEGET, RIBREAT oA RORENZENTH

3) AMA &% PBC

AMA IZFEMETH 203, MIEFT R CIEMEDIRY 9 o3 2 B, IS T PBC IZHUAYAY 7080315
HAIDHEILPBC L2 EiLd. PBC OBEIR SAVTIEFID 5 HK) 10%3 AMA FEYETH D, AMA 1X
fErECH o0, AOKSHETHIIZI bar Y 7HFRICKIG L TWD & Eisd. PBC #iURLF] & [FlkE
(o pr

4) PBC-AIH A —/3—3F v FfEMGEE (AT 2% PBC)

PBC OFFER7IRAE L LT, IFROIFEAE RS ALT BNEfiis T 2 ARWENH 5. BIRREAT
24 ROBE5IZEIY ALT OSGENRF TX 5729, PBC O CTiddh 575, PBC O H#AIE] & XX AL
T2WT20ERHD.

3. JER - SHEDHIE

% < (T~8 &) OIREFNTIH I O BIE ORI S, BEEO E EEVWHIMKERT 5. iEfE
P PBC EFEENDIRINCHER T 2 &, Fix OREBNA T 5. PBC OIEMIE, 1) B 9 > iES <JE
ez, 2) IFpEss « FFEAR L OFEN G ICHEET 2088, BLO)RERTH L2 WIIAIFLI-tho B A%
BRBIZESERIZITTEZLND (E3).

ARV 9 SIS < B RE XA ICRHENI TH D, B 5 T2 &, HESC, IBERE
FENZLE O g ANE, BHEREIC L D2 ERASCEINHET 5. £z, &b HEREEOFZC
PEDSEMEN LT 5. PBC IIMMOJFIKIC X D FFRE & Hifig UC, FIRETTEERIIAFER I E LT &
HHEB LTV, o B OREREDOSHE LTE, ¥ =—27 U JEfRE, BMRRERE, B v
~FOHEPERZ . AOF Lo B CaEER B ERICH T, PBC BIRIXEERE CTRENTIFEET D
JEGIH 2\, PRITEHT 2RBICELA SNDIEN L H D720, AHEOHRIIEETHD.

3 3. PBC DiEfR, AOHE
PBC DfEfE B PHE

1) ERELR ) fEH 9 SR ES < A PHE
2) EHEEK < HHLERE
3)  JEH D oIS ES < EK - g MAE

- ZIERREE (ES| & ) 2)  JFEEE - IS APHE

« THJHE - PARETCHESE  (BEFR R, 9LAE)
4)  FFREE - IS < ER - TR

ki o R (AE R AL ) - fEK

- JEER R « JFFMERNAE

- Bk 3) EERE, o B EaEERO SO
5) tERE, AOFL7=fho B CaERE R S x— 7 U UNEERE
(2 < SEMR - PR U~ F

- FLBREMERE, 7L EPERRIRR (BAR), 7 E

11



4. WHEZHW

1) PBC ORHEEFTR.

OB OAEEF Y K+ A FFRNESRZEN PBC OEANFRERZETH Y, FH/NREE ISBING
2, EITHICREISND. ZORKE, BEICEET 2HFNENT 2 RS HE L, FMEES,
BRHEL, BRMEMERREED 2 RAOICTER SN D.

AU B —T A AFRDPFEA OFEFEIZE < DIER|TH B, PBC OEEFERIE % K LT\ 5.
B U PRk - 85T, TR SN D, 2 LC, BB 9 o fiER KO o iFH
FEEIZL Y, MRS ETT L, AT PIIRBCSOIT NENIFRREL, & L T~ SR 2
LtEZLND.

OIEEFIRE : PBC ORI IBEREL, FR/NEEE, RR/NERBEEICA LN 58I LB
M EEMEAE % 2% (chronic non—suppurative destructive cholangitis; CNSDC) & ¥EFTHEMDRHETEL T
H5. FEERCROE FRAFEESMIKRMIC LIZLIER NS . NEFEES S BEEEIIRNFEE
JEAE % & FEITh, PBC ICBWHEEAE .

CNSDC Ti%, FEEMEEMICEED Y Nk, WEHIRENA O, BE ERENICY V8RO
RANRA LD, CNSDC OFEENE O LR ITHFRBIEICERL, Wb MlaEBLOFTANALILD.
FE72, ONSDC & FTIEF RN, HIRR CREEE DB MEIRE R-SORIERT RIXZ LW IRE B2 ofEix d
s LI LIEA LS. IAEHEIE, PIREN TR & fEE L Qv 2 iFEhRE: 2 S HEIC 8223 5
CHIEREMICHEME LTV, HRHIOEITE L HIiEE A EO/NERMBEIIIFNNSIERT 5.

OIFSEIRE : PBC O TIE, HEEICREOHF/FENRFRMEELBALNS. REIZA V¥
— 7 oA AFREMHD FFRMEORZE L BHICRIRT 2 8 5 o RS HE T 5.

ARV 9 o IEZAVII AR Al O R « RRAE T RS T LR & L CA T, FEERAOALE 1
B, SRERISCA IV A U GMERERL O LA, MEAe, AR O AR OREXR (cholate stasis), wma U
— IR, MR VEDTEAE L, I PERFRRHEE B K ORI PERFRE A ~ L IR 5. F 72, PIIRIEEAER zone
1 OIFHERD /N (small cell dysplasia (ZFEE) & LIZLIEA H41, PBC OBZWICHELD. i
LIAIEIZ, PBC D% <L DIERIT, A v ¥ —7 = A ARFRCH/INER 72 &0 B DS MERFRICHERIT 5
BIETEEIERF AR O Z LS B U, HEITPE D FFRRAE L P EZE ~ D R I B3 5

2) FHRRFHIRE
OPBC DR FAITR I FRIZ 1% Nakanuma & O3 ENHER IR 5.

PBC TIEAFNDELIC & 0 IREARR G N B2 D Z ENMbNTWA. £ D7, [Tt TIIy v
TV 2T —ORERFEIZOEE L, HERMEH S TE 7 Scheuer 70¥H, Ludwig HHIC L DI
W BEICIIRBAR D 5. 2070, WEORE) oML sV 07V v 7T —%K/NRICT 5 X
INZLRENTEZTEHICEDE LW (2009 4F) (384,5,6) ZEHT52 L nEEND.

% 4. PBC OFARRRH

1#]; Stage1 (S1) (no progression)

2# ; Stage 2 (S2) (mild progression)

3# ; Stage 3 (S3) (moderate progression)

4% ; Stage 4 (S4) (advanced progression)
p

FEEATH ; JIEMEA DS PINRIIC R R), P2, HREERE PRI BRE, BEEEITH TR
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#% 5. PBC O#RFAIRE DA (MHEZ 5, 20086,

JE 5 PP PR, 2010)

# 5-1 PBC #fRRHFAMD 7= D DHBRRE L X a7

A. BRHEAL Score R EES Score
PRI T ORRHAL DS 220D, B D WD IR s e e |
{75 P R b 1 P 0 |REWRELY 0
FA ARG JE H o B AL, & D WITRE 27k
SV W BE 2 5 PR A 1 1/3LL F O MR CREEE R Z &5 1
Tl 2 D /NEERE & O ELIL % FE 5 ZAEPERRHEL 2 1/3-2/3 OMfRIE CRHHETERZ D 2
FARE & mE ORMEAL 2 £ 5 FEE 3 2/3 LA EOMREE CTIHE MK E & D 3

# 52 #HEbA) LBE

HRB) R a7 0§ X B mE2Hi (Staging)

Stage A. BAEAL . B. BB &
KR AT DA
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-2
Stage 3 (moderate progression) 3-4
Stage 4 (advanced progression) 5-6

XANEA L RERD

L5 EE CAN A VGRS ORE ZFHRC N A 5.

# 5-3 AN A YA OFHE AN 2 7o A2 W (Staging)

C. At A 5B RI L & Score
By PE BRI DI 72 L 0
/3L F oM Rk o B2 Ffia (D% 1 |
Wy Pk BERE D I 3G & P D
1/3-2/3 OMRIE O JE DT (FEx O F 9
FE) BRI DL E & A D

2/3 Lo MRk o DT (280 128
PERERL DL & B %

Stage

A BRHEL. B. IR TH L,
C. ANt A v G EER LA
HAAT OEF

Stage 1 (no progression) 0

Stage 2 (mild progression) 1-3
Stage 3 (moderate progression) 4-6
Stage 4 (advanced progression) 7-9
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# 6. PBC DEEILRIERS DIEB)E
#8-1 JETROFEEIE Cholangitis activities (CA)

NRAE RN TN 8 D WITHRE OIRE R[S A 2 b CAO (no activity)

B ClEd D DI B R A 1 D FTIc 2D CAl (mild activity)
HXRECIL & D SRR 728 MRS X & 2 B ETETLL BICAH D CA2 (moderate activity)
CNSDC Z/b7p< &b 1 IFTICH D CA3 (marked activity)

£ 6-2 HROIEEE Hepatitis activities (HA)

A B =T oA AFFRDII2D, INERITR DD, BIK HAO (no activity)

A B —T = A AJFHRN 1/3 LU O o &2 e HAl (mild activity)
A0 ALLTF) Ichbid. BE~PEEDO/NERE D

A BZ—=T A ZAJFRD 2/3 LL_EO PRI O JE T HA2 (moderate activity)
(10 A7) IcAhAbD. BE~PEEDO/NEREHD

P8P EOFARIEE D % < OFEIFMIEIZ A % —7 = A A | HA3 (marked activity)

HREHD., PEE~EEO/NER, &5 WVIXEEME,

KON A2 2 %

(Hiramatsu K, Aoyama H, Zen Y, et al. Proposal of a new staging and grading system

of the liver for primary biliary cirrhosis. Histopathology. 2006;49:466-78.)

(Nakanuma Y, Zen Y, Harada K, et al. Application of a new histological staging and

grading system for primary biliary cirrhosis to liver biopsy specimens: Interobserver
agreement. Pathol Int 2010 Mar;60(3):167-74.)

IMEMO : PBC O#R#FTR. & AR RIS |

COPBC OIEBHEE - WEI I

1) Scheuer ¥ : PBC [ZHHEEY AT - IHEREZHKIC 1 ~4HZopHENTW 5.

14]; CNSDC, 2#1; JEERpMAnEsEA, 38 ik, WHE, 48 ; L8,

2) Ludwig 0% : BYEHFZOBENRHEICERY AnbhTn5.

11 ; PIARIE D RAE (Portal hepatitis), 2#]: A > % —7 = A ZA[F&(Periportal hepatitis),
3 HA ; B FREETE AR, 2R 1853E Septal (Bridging) fibrosis), 4 #1; fTAEZEH#A(Cirrhosis).
3) Nakanuma >D%¥ : PBC TIIHANOENLIC & 0 IREMEME N R/ D Z L5 T
Wb, Z0d, FAERTIIY V7Y v 7T —DMBENFIZOZ E L 20, AoEIE, &
B LIRS O T2 E D A7z PBC O LWWRH - JEBESETH 5.

Scheuer OAH#RFZHIF/72E (Scheuer PJ , 1967)

I # Florid bile | IEEBFEICIZY o /NEk, TREMIE, HEREROBEEN A G4, fH
duct lesion | & ERIFEKRKL, RER LRV, LS. BERE S RE
L7y, REBOWSNIEG, BHEOWESRNALND. £T-, K
FEIEA RO, FMM 2R e 273 2% (florid bile duct

lesion).
1T # Ductular IR L, /NHEOHAEZZRD B,
proliferatio
n
I Scarring, PRIk 2> & OFRHEDHERZED H LD, piecemeal necrosis b
septal BHLILALEDITS.

fibrosis and
bridging

IV Cirrhosis A 25 1)

(Scheuer PJ: Promary biliary cirrhosis. Proc R Soc Med, 1967; 60; 1257-1260. Scheuer
PdJ. Pathologic features and evolution of primary biliary cirrhosis and primary sclerosing
cholangitis. Mayo Clin Proc. 1998;73:179-83.)




Ludwig OAFRFER2EE (Ludwig et al, 1978)

I # | Portal FIARIER (IR U > 7XBR DA, AR FER, AFBRERSE O RIEMIE DR
hepatitis N5, NERBEE BRI, BEOEN - ik, £7-
WEIENERD S, florid duct lesion &\ 5 BrHy 72 i /L%
295, FEZEOZBITRVWD, HoTHLEWTHD.

11 4] Periportal RAEMNIZEIE S ST L, RIEFT RISXPINREL O 5E £
hepatitis TRE. JEITHE, BEEROEAZRED D, BWFEELE L
STHERFT RIS DICEHEICALND X HIR 5.

I # Septal Stage 2 OFTRIIAFHRET 505, FIARIED & OBRHE D HE R A
(bridging) WRIZ72 5. WEEREZ M S IBE R RITTe L A3 525, JHE
fibrosis HIRRITHE RS S

IV#] | Cirrhosis JE M B2 o Fr A FF 8 72 garland-shaped
regenerative nodules & ARHEMEIREE N A LN D, EED
ductopenia [XFAFE & 72 5. WEEEZ £ 5 MBS FT ISR L,
PR Z ISR EE RO R 22T 2 K5Ik 5.

(Ludwig J, Dickson ER, McDonald GS. Staging of chronic nonsuppurative destructive
cholangitis (syndrome of primary biliary cirrhosis. Virchows Arch A Pathol Anat Histol.
1978 22:379(2):103-12).

15




5. JRHIZHr
1) ERERHISE

OPBC DEEERRHIIFREEICE S < BMEER OFEIZ X - TESERNE PBC (aPBC) & iE{E M PBC (sPBC)
W6, sPBCIXE BT, MBEL VU LE AED 2. 0mg/dl R D s1PBC & 2. 0mg/dl LA EDEFEE Y

AEVIES BT 3 s2PBC 2T bhd BT .

% 7. PBC DR
HESEBEE PBC (aPBC) : IFBEE 2D < AMRAEIR Z K <
JEMENE PBC (sPBC) :fFFEEICH-S< AMRBIERZH L,
sIPBC ALV /L E ME 2. Omg/dl KD b D
s2PBC Y U L E H 2. Omg/dl UL ED D
¥ FEEICES < AR - 3E, BRI, Rl S AR, MK, HFERER &

aPBC I3 FEMEATH] (1 #1), SsPBC 1ZHEFTHA (5 H s1PBC IZFFEYEHEFTHI (1)), soPBC | iEyE HEf T (11
H) LI L INTE D,
2) ARRERRE MR

AR [PBC OFAFkZWr %= 5.

6. EEEDZH
OPBC I BHITBRAICERA L, 2HEEIIR IRV TR THENME-NS. Z0-H, HEE

IISEMEME PBC IR L7-BA Mt S, MY LV EE (Bil) % PBC AIZ/EIE L7z Child-Pugh
SERRANLNS (FS).

# 8. PBC DEEESE
1) #ESE@EM: PBC (aPBC)
2) JiEfEME PBC (sPBC) (PBC | Child-Pugh 4y¥ i )
PBC A Child-Pugh %3
Score 1 2 3
Bil (mg/dl) 1~4 4~10 >10
Alb (g/dl) 3.5< 2.8~3.5 <2.8
PT (%) 70%< 40~70% <40%
INR <1.7 1.7~2.3 >2.3
K L 2953 Hh A
b L Gradel~2 Grade 3~4
Grade A: 5~6 5. Grade B: 7~9 % GradeC: 10~15 %

7. R - P2
OPBC DHERITR = < BAREFTHY,

FIARETCEESEATRY, HEFAERO SBTTHEND.

X 1. PBC ® BHAZA

#* 9. PBC OflEM b H izt _
1) rﬁ%@@ﬁﬁg B wa_ERe iEf
2) FREE FCHERE 512 v e =
3) HJA AR LA an | i e -
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PBC DHEJRITA N L o TR, KEL ST T3RIIHEEND (B9, K1), ZITEWH
WO BEFEWGI 2 7% T2 ICHETT 5208 GRIRESTRD, #HZ2 232 2 & 72 < RIEFIRE ) Lhi iy 7
HNCHBLT 2 0EE] (FIIRETCHEER) & BHNCHEEZ 2L, FFPARRICEDER GREFAER) RN
HND. HARSANI R FEOIEF A LI AN H 5.

|MEMO Py b e ATHUE, $igp210 Hifk L PBC D PBC DAMm T |

PBC Tid#Hi b= U THIUEADIEH, FRHIHIE Y a2 T7HIUE, PSR (Bt gp210
fiik), Himultiple nuclear dot HFifk (H spl00 Hilk) FEHIEDOHUIZHUAN G T 5.

iy b XA THER K 20~30%D PBC REBNZ Gtk & 72 5. BEtEBIdde L AEM PRI LW
25, PIE HBLARNC FIIRETCEERE 2 229 D IEFNC SR I LT 5 2 E DRI TN D,

PL gp210 Hifk : AL ORI DO OE D TH D gp210 EEICKIT 5 HAHAKTHS. PBC
DR 20~30%DEERF] THHPEL L, KRR EV (FFREIZIE 100%) . $T gp210 ki PBC
DR DO TRIK 1 & LTHHTH D Z EDNEHOBE TSN TS, Bt gp210 FUER;
PESEB X, AFRRAR I CRaMEER] & B X T interface hepatitis DFEEN GRS, BdPH 5 W%
UDCA 1T Xk B16HH% b oL gp210 FUAM A At mIEDEFIL T ENP AR TH D Z LRIz,
LL, EEERABITIESNTELTROLNTZHEHE TCOALMEFRETH 5.

(Nakamura M, Shimizu-Yoshida Y, Takii Y, et al. Antibody titer to gp210-C terminal
peptide as a clinical parameter for monitoring primary biliary cirrhosis. J Hepatol
42:386-392, 200,

Nakamura M, Kondo H, Mori T, et al. Anti-gp210 and anti- centromere antibodies are

different risk factors for the progression of primary biliary cirrhosis.  Hepatology
45:118-127, 2007.)

OMBERE Y LE

FHTFHETFE L TERLEERRAFTHS.

Mayo OF#% Tl (Updated i) Ti%, 4, MV iy, 7T I fE, Fobhar B
], V#HE - JEKOFE, FRFEOFME)N, HAFBHEICITES TEMK S L7z Logistic BT /LTl
MiERE Y LE Al (1. Bil), GOT/GPT kA%, F7-, MELD Score TIXIMIE Y L7 F=1f, Brurr
ME, 7u brr B UBREAEE AR LCHERICERY AR Tna. il L CEE AR I
MEULEMETH D.

MIERMIEE U L EAEN 2. 0mg/dl (2725 &4 10 48, 3.0mg/dl (2725 &£ 49 5 4E, 6.0mg/dl LAk
WD ER2HEUTORMTHDL EIND. MIGRE VL E D 6. 0mg/dl BLEIZ7e 5 & TN
Bans.

OMayo Clinic OF#FHIZ
PBC D FH FHNCHFAITHEH S TWB. Updated ARASFIRR D Natural History Model &Y &4
P E2TFHT 2 TIXEL TS,

IMEMO : The Updated Natural History Model for PBC |

i, MYy, TATIUE, 7rbor EURE, FEOAE, FIREDOHE)
LD THRTHATHS.
R=0.051(age)+ 1.209 loge(bilirubin)-3.304 loge(albumin) +2.754loge (prothrombintime )
+0.675(edema)
edema: 0=no edema without diuretics, 0.5=edema without diuretics therapy or edema
resolved with diuretic therapy, 1=edema despite diuretic therapy
A== ET 24 » A% E COEFRDEEICHENETH D

(http://www.mayoclinic.org/gi-rst/mayomodel2.html) .

(Grambsch PM, et al. Application of the Mayo primary biliary cirrhosis survival model
to Mayo liver transplant patients. Mayo Clin Proc 1989 64(6):699-704.
Murtaugh PA, et al. Primary biliary cirrhosis: prediction of short-term survival based
on repeated patient visits. Hepatology 1994 20(1 Pt 1):126-34.)
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O BAFBREEISHES TER I Nz ERR

Logistic EURIC LV EBELNEZRLY 6 » ABROFTHRLHEL T, FDOMED 50%LL EOER %
BHEBELLET5.

A ARIZ I T 2 BMSERT R AR I I 25 B 42 O PBC OBl S FEEH CTIX, B ARFFREHLE IS 78S TIER S 1

72 Logistic ET M Ko THERHENTZ 16 5 AR OILTHER] 25 500 LIl 72 - 7= & & BB O
I R A G

MEMO: H ARFBHLEIGHIZES O T4 FHIR]

Logistic FIfIC X VB OLNEYFRED 6 » AL O CHRZFHE LT, T OMEN 50%LL
DIEB Z B S E 95, 6 7 ABDORLCHERORD HIxET AHEERKDS.

A =—4.333+1.2739X1loge (T. Bil &) +4.4880X loge (GOT/GPT)
ZDALfE% Logistic BEIUFRUTRATS.
6 HEDOHEHER %) = 1/ (1+ e=1) X100

7ok, HHAMERE - HEE, REOREK S, FELL BEAENEE SN TV DIEFIZZED
BT ) Y O

ORIBH, FEADLA-. R PEF 28 A B M 05, Int i 13054, fRE. M
I FEETE: ERREEMAR 19915 13-25.)

< MELD (model for endstage liver disease) X =7
KHFFAREITHWONA.
RHEIFF A2 O ERERE OFEAMIZ X Mode]l for End-Stage Liver Disease (MELD) Score AAWVHILA.

MELD Score IZAFEIEMEREN HIVZEE & 720, FHBAEINZOAIHEICLREET 5 & & s, HFBER
BEDORAERNCBHEEIGEZRET D ENEE L.

IMEMO : MELD (model for endstage liver disease) 2 = 7]

M7 V7 F= 1, MEULEUE, Fu b s o INREICE > CEHEENS.
MELD Score = (0.957 * In(Serum Cr) + 0.378 * In(Serum Bilirubin) + 1.120 * In(INR) + 0.643 )
*10 BITA DAL, 7 LT F=UPNEHBIIC 4.0mg/dl & AL EN5.
5T score fEAY 25 LA LA, BRIFBIOEISE T 2MENRH D.

Mayo Clinic DR —L_X—JICTHEAETH D

(http://www.mayoclinic.org/meld/mayomodel6.html) .

( Kamath PS, et al. A model to predict survival in patients with end-stage liver disease.
Hepatology. 2001 Feb;33(2):464-70.)
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I. 7% - BREEHE

1. EAG#

OHE, UDCA BHFE—BIREKTH B, ®ITUEFITIX, FBHESME—DRMFERLRD.
IRIBHIVERIEIIMEN. SN TV AR W, BLE, v Y T4 % a— L (ursodeoxycholic acid; UDCA)

O PBC HERINEIN RSB S 1B TH B2, 1T L 72 PBC TIIHRBOERZ 1D D Z L 138

LW (R CUEN 2, WENSEITTIUIIFBMEAHE - OIRRE T L 70D, A O MERE, a
9 o, FFEEZEIZBEE LA U D 0ERE, AOHEICK L TO T - IRERLETH S.

2. BERE
O£ (10~80%) DBFIIFFBEEITIIE > TV,

BEITRICZW TN TEDL LR, T UDCANERZELELIHELH D LD,
BUEZB SN Tn5% < (T0~80%) DEFIIFHEEIZITE > TV, MEMNE PBC OBF 1L, M
JEEPEIZ & EF DR PRITRER 2D 570, EEFME PBC CTid B & AETE 2R O HIBRIX 72
VN, EEME PBC TIMEME, S%IEZ Y 2 2A0HE, TFPMislcn CnAREYE, RFFERLELE
5.

3. Eypg

OUDCA DHERERDETIEROA TR, HBEONE, HBMHE - XL TOHROERDEIE
BoT XM _EERRBRRCTHERINTWS (ZEF VR 1LN)L1a, HIBEA).

OUDCA 1%, WHE—H 600mg BNFEIND. FERIEWVIFAIX 900mg (ZHETES (ZETF VR LR
)V 2a, HELREB).

OUDCA #5285 &N 5 bRy A FRNERCAE LN T, FPEHIE score (2L Y AEMTHH
BIF TRV EFHENDESNIIH L TiX Fibrate ARV 74 F5—KN, 7=/ 747 5— N HEHA
EREILTH IV HEEEE: 2, VTV ROME C) 2017 i84H

1) U YTHF T a— g (ursodeoxycholic acid; UDCA)

1 H 600mg D G-EHE L S, IRDPDIRVGEIT 900mg £ THETE 5.
2) YT 47T —hk (XY h—/le)

EHEBEIE R 72 UDCA MEZNEIIC X LT 1 H 400mg 3P G35, 72720, BlfE, "7 47 7—
MEE RS MSE BT L CHWS 2 & 23T X 578 PBCIZIXRME AN CTh 5 (S MEIC st L <
Al).

3) L R=ym

WH D PBCICHT DRI EAT v A RO®KGIE, WEOKFEIZITE ST, FHCHRE O PELM
WCBW I B HRIEZ R 2RIEANEmICH TS 20T, e LARE SN TS, PBC-AIH A4
— =T TIEGERECIHFRATANEN THLHEEL, BIBREEAT oA RRgEans. =20, I
RIERDLEL LT D UDCA BRI D B2 5 Z E N EEND.

4. FEREBICBT5IER

1. PBC (x4 B 15%
1) JEfEM PBC

TV T A% a— VER(UDCA) OFIMEIIESD T 7 L%t s (RCT) THEGRIN TR,
B SN TS (BT VAL 1a, HIBEA). B5EIT. BKTIEIHA FT740ThH
KHE kg H72V 13~15mg/H O ENHERE SN TV DY, FAETIZIES, A 1 H 600mg % 3 [\
DERRAOBRET S, ok, Fln, ERICKVEEEET S, HETA25A0 1 HRKEG &I 900mg
LT 5, 73 TERETLHN, g1, 72 THHRITELLEVWEINTEY, 1 HE L LT 600mg
DIEREEINDZ ENEETHS. BMOETITOIL - BARRER T, HA A PBC 25512 UDCA600mg/ H %
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48~132 WG UIFRELGED R OB Th IR, [t Ml Eok#ERIT 81.8% (27/33
) Thol-Z b, KEIZH D ST, 600mg PEEM B GE L STV, (ZEF VAR
)V 2a, #EIRE B). UDCA 1 ZMiEAE LT — 27217 CidZe <, G OLEE 725 L, BT
CECTOHMMELEET DLWV EELHELNTNDEN, WAL, HENEEICRD ENRITHD
NNt TS, EEMIIIIFBIALE L 2D (ZmET VAL 1, H#EIREB).

UDCA TRIENE SN WEAIX, OUDCA600mg D5 ThiLiE 900mg [ZH &S ARETH 5.
QFNTHEIENART 272561, IFERH R FSGEE Th 5 Bezalfibrate DPFHZMRET L TH L.
O &0 MigA T (HEREER) OUGERHIRE SN D, L LR bEMTHIGEIZE L TiX
RIZZETF 222 L. BIWE & LT, Bezafibrate & Fenofibrate & ARAAHERARIEDS A DAL, FF
\Z Fenofibrate CIIHFEEDORKIBE N EmV. | HE G5 EITEEREIESFFTIE 400mg (] ~HF F—1
SRe, —[a] 200mg, 1 H 2[@]) Td»A. {HL Bezafibrate, Fenofibrate & $12, JEEEEHEIIKT L T
VIARBRE 2N 3 D A3, PBCIZXT LTI ix7ev . @ALT BNEMETH 25A1E, PBC-AIH A —/3—F v
TIEBREOZ BN EF O NIUTRIBREAT A RE2BET 5.

2) #SE(EME PBC

PBC 23 e L= Z < 8JE D ALP @ EFOEF T L CTEE A BIGT R E B2 oW T
TET AT, arerREIHmLATW RN, ZEnonz s UDCA #ESCICER G T XET
bHETHEZ T DL, BEOAHLEREB IOV R VWRPRObRAWEHOZ L 2&E2 5L H
HREOLYUIZETHE TIIREEZ A TIVOTIERWhET5E2 T H D, A FIA4 Tl
ALP BN—ED L~y (IEH FRD 1.51%) 2B THWHEBREITECICHRG BB L, ThLL TR
FHTIX3-4 4 AT 1 FEERFSRE 2 JIE UIESREER 32 O LU ZEE LR TR 54T 5 2 & 3 HELE
ENTWD (ZETFUALNLV6, HIEECL). 72, AST, ALT AEFME 29 DIEFIIFRIE
OEALDOFREMENH O HEITHETH D Z ENHERISILD DT, BFEMHENA LN H RS T UDCA o5
ZERB LN LIWEEbin 3.

3) R# PBC

MIEAECTFZORE LR TRV TH Y, [RRIIVNELET. 1~2 FI2 1 EOKBBIZEE21T
9. PBC DIRKIDMAEI A, WMAMRIBREREBIND &, ZORYTRIELZ THTHZ &N TE
D E DT BB IR,

4) BHOAZEMEEE R (Autoimmune cholangitis, Autoimmune cholangiopathy: AIC)
UDCA DBYENI LN WAL, BIBREAT oA ROBENREDTDH. 7L R= 1 3
L, HEERRIEDOBPETIZI UDCAICHID B2 5 2 L E Ly,
5) AMA f&%4# PBC
FFHREAR O IR ER 2T C PBC D2 W23 WeE L 7= & PBC BRI L [EIRR IS kLT 5.
6) PBC-AIH A —/\—3F v FIEREEEDIRE
OATH OFRE% PRE{0 PBC-ATH A — N—F » EGER: (BWEERR) LBWrSh, £ 10. PBC-
ATH F—"—F v MEFEH - AT a A FEREDO=HOBWES Z2HEThE, 2T eA4 REROE
IEL2lrEh, BIBRREAT oA FOBRERHERINS (BT A L~L 2b, HEIRE B).
O RIERPEEN LT=D UDCABEMEIV X5 Z LBNEENS (T U R LL 3, #IRE C1).

2 10. PBC-AIH F—N—F v FEEH — X T 04 FEEDO=H OZWiiEaét
JE558 THEEPED T - BREEE BT S FHEMFZE ] BE (2011 4F)

PBC-AIH A — "= o TIEGERE L B2 DNAIEFID 5 B, LD 2HH Z R 723
JEBNZRI L CTlX, A YTAFT a— BNz CRIBEREAT A RATa A KoK
G a5,

1) B9 OZWENE (R 22 4REERR) 12X D PBC & 2 S 112 JEH.

2) TAIHG @ simplified criteria(2008)1Z & ¥ probable/definite AIH & Wi S LB IE
Bl. 7272 L. ¥ (Liver histology)IZBI L TiE., " 512 X % PBC JiHH4%E (2009) D
PR A a7 (HA) Z Fv, AiFRA=27 0-1(HA 0-1) % 0 point, AF&RA =7 2(HA2) % 1
point, JHZ%& A =7 3(HA3) % 2 point & L CEIHET 5.

(FEBIZE D PBCIRHIEIZZEOHEZS RO Z &)




MEMO : ATH [EB i L% (51 (2008)

Simplified diagnostic criteria for autoimmune hepatitis

Variable Cutoff Points
ANA or SMA 2 1:40 1
ANA or SMA 21:80 2
or LKM 2 1:40
or SLA positive
1gG > Upper normal limit 1
> 1.1 times Upper normal limit 2
Liver histology Compatible with AIH 1
(evidence of hepatitis is a necessary | Typical AIH 2
condition)
Absence of viral hepatitis Yes 2
Total points 26: probable AlH
27: definite AIH

(Hennes EM, et al. Simplified criteria for the diagnosis of autoimmune hepatitis.
International Autoimmune Hepatitis Group. Hepatology. 2008 Jul;48(1):169-76.)

5. ¥
Ot 5 oA~ L ER LIZBAE, bITCHRIBR CRIDEREZMZ B LB TERL
57D, HBHEPE—ORMELRSE (ZET VALV, #IBEB).

BE VL EMEORHR LN BV HRER], FFIEZS 58 U EHA NS KR IEE 72 &3 6
FUDREMWENE PBC, 218 B FRIRIEI S 2 4 0 I 9RER, PR3 8 < 3 LU QOL O T 2 78 2 JE
WCIIBHENEEESND. 770, MEBRENDRWELE, BB TIThh 5 Z EnZ W=, i
THARBEEZ T DD EIXR L 720,

et SR O PN, Mayo (updated) ©7 /L2 H RAFBEEICIZEESDET VNV H LT
W5 . UDCA D KA LEVY PBC DM TR NIER LTV D (R - PRZOIESH).

OBHE% OEHE

TAEIEEE 2R G L, INREOHE, fES, B, BRICHEL, fREiE 9. BiE% D PBC O
HREILZ T 7 MEEREOBEERFNOONESTH S, TOPEORFHMHRICHIT D 5 FEFHERITO
~33%& INTND.

6. JEfR - BOHEDXHK

OfEI S o, B0F 2 B EAEIERE, FEEE - A DERNSEL, ZhbDER - &0HE
DT, MABRLEERD (TET VALV, HEREA).

1) KRE&REE

ANENC b I IER T V), BIE N BT 2 LIRTOREIC & BT 5. i IR IAIME A
EAA FORIAEE & LTHRIIS L TO B2, BI50REFIRRERAATHS. bk @i
B 52 L%, FREESNETT 500 - TR D EIAs % .

BEEOBRIICIZaILAF I I (ALAFIN), ik X IVERAVLNRD. I LAFF I
(2L AFIR) BHEOBEE, U Y EEORIZIC 2~4 REHZ2F 5 Z ENEE L.

FTINT T T ¢ % PBC B TR METER I AL O BFHREEERE I U CIRBRIENS D & 287 LV IEFEA
ThHDHEREE: 2, TETUADME O 2017 1B,
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2) 'BHRIE

MRV EE D3R FIZ L D IBEMEE & X 2 OWIFBEE TN 2, FRAIE DS A LA O PR % O el

%<, BHRIEOESHFRNE N, MILNHNEE ézhé

+45 & @ww/wA(wwlmmya)%;UvmmmD(%%#/:%_mm)®ﬁﬁkwﬁﬁ
EE M HELE X, FO L TERANBFENBMGEINS. FAE LT, BEAT A7 53— MK J
PR vitaminD3 BUAIS vitaminK2 BFIR WL 5.

3) IBEEEE

JEA 5 sl T=dEma L AT e — VIlEZ 2 L9, FRFT R E LT, AR JE P AR 25 o fE 23
RoiD. PBCIZHE D B BEIE ISR 72 IRIRIEII 20, R"Y 7 75— MIPBCIZRT 220
RIFFICHIfF CE 5.

4) ELSREREE

V=T VRO B IHIZ N2 &, SS-A FUR, SS-B HUADRIER, AL ADHFED
Fry 7, ABEERRELMLEISCUTEmLZHESES.

IRFERIC R LTI A TIRE Z T, IR/ A LN WEA IR a bV e U EE, gt A
U UDIRBHEDOIRED S & THWD. OFEERICH L TEEF N THERZRA T, W7 BRIy
o h VYR, BT RXXY RS

7. BRBEBE
OFREHE 2 EHMICHIE L, 3T 2RMRITE, AOHEO T, FIRETLEECHESE O APHED
BHOBRHZLRITS (F1D) (BT VALV 3, HIREB).

% 11. PBC BREFORBBEEE (I LmHICE U CHIEZEMRIT R 5)
1) PBC OIEENE « 4T DOFHM
@ frtkserm 4 (Alb, T.Bil, AST, ALT, ALP, v -GTP, PT)

3~6 1 A
2) B OHE O FFAH
@ HURBRE%EE (TSH) 1 #45
@ FHEERE 2~4 HEA
@ EEECE MBI R A 1~2 Ff7
© M T AR A & AFP JIE 12 % A4, HFEZTIL3~6 » Hig

HESEBEME PBC 1T MERE M PBC IZHE £ DRV ILTRIZE WA, 10 FFORRME T 25% TIEMEIE~EITT
5. MERBEENIEFEO 1.5 E2B25, 50T ALT [ENRFEE THILEL UDCA 2545, £
I TRITNE, 3~4 3 AIC—JEORBBIEIC CRERMENIEEMD 1.5 2825 X5 Thhut
BRI 5. IREME, HEATIEOFEMICIZIRE REESE (ALP, v -GTP) L4LiZ, MG E VL e EIS EE
ThD.

JEBEME PBC TlX, AV 5 o WHICrE 9 BB, BHRIEEOSIHERMRNEEIZRD. v =—7
U EERE, [BMERDIRIRCEAET Y v~ T, 2ot B CaEREEE S LTV T, IFRERERA (3
HANG 6 5 A LLbiz, FIRIRELVEY (R, BBENE C~4FME) #175. £/, K
JENHBL L2 THREHEFIENAHE L TS AREENH 5 0T, WIS L TEBN (FEIL 1~
2 ) O EENHSIRENMLETHS. FHEDOHFE, & LAIRDNAILEIL, BT RHRA L
AFP OHIE (6~12 » A4). AOFLIZMho B EfEERE~OX R L ZENZNOHREBIZIE L TIT ).
R AEDOR Y A7 1%, I, @FEm, BHEE L ShTwb. 17 LERTIE, FEoisEs
DIAICB X, G~ — I —OWE L EgHRAE (ma—, CT) BDLETHD.
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8. BME~DWEIDOEZAIVT
@ EFAN 2 T PCIRE RN L E R B S IFIBEMEICHEKE T2 ENEE LY (R12) (TR

L)L 6, HELREEB).

#12. BEME~OHRI HEIND L&
1) EHIOZWORE, FIIEERGIOZW I L OYREBIE, W2
2) 1BEFEOWRE
3) UDCA DZhE (ALP, v -GTP DIXTF) DA+ & (FGHMAE 441 41%)
4)  JEMEVE PBCIZ 72 > 7o B3 ORE T — &
5) HE VU LB AMED bmg/dl Pl EE R L2 RS
(IR % & 8 LT RIS 5. BEBF OO =D, RFgE kL 20
AR KETH D)
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B PBC ZWr, IBERFEREDT=HDFIH

PBC 22Mr, 1BRGFHP-EDZDHD T r—— |
M& AT LT ALP, 5 -GTP @ 5-

g
Fis hay RUTHER (WA Bk

O MR EDOERS
@ mig2ir (USs, C1)

=[ENORT, PAZEMETRIHORRS
©@  OiFEm)

27 : PBC

BHE OIFRREILE

iEf GRRFE, WIE, MARETCEERT R
ENSEANZN

BOHE (33 —27 U U ERE, AN, BIH
v Vou~F, ZTOfMACRZERER)

B (B, ©/o FTHE)

i 5
& pf
HOE
AP
(RS 201
TA& /R

A
ﬁﬁﬁ}

TR Et O TE
(DPBC 2%kt LT
QFERITH LT
@B PHEICR LT
@A EE
kBHEA~T L N O 2

eI EE D T5
JTHaE
R (B, BEu, #H)
HURIREERE, HOHUA, TEE
A
fil H e
Ry (HCC, CCC)
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B PBC ZWr, ZDEFEHIEDTZHDF~Y —— b

EXBRET —#
AR | MR B, L. A i %
T.Bil mg/d1, ALP TU/L, v -GTP TU/L
AMA (Bt ( % (IF)), [, N7 (ELISA))
EREEE, | Alb g/dl, AST IU/L, ALT IU/L, PT %, (INR)
WWEL | BuBUR (Batk, BErE), Bit s ha A THUR (B, BitE), FLep210 Hiilk (e,
k)
ABHE | T. Chol mg/dl, free T4 wg/dl, TSH uU/ml
PUSS-A Bk (Badk, Bit), $USS-BHuik (BatE, BHtE), RF (Fadk, Bit),
P TPO Bk (P, B5tk),
AFP ng/dl, PIVKAI mAU/ml, CEA ng/ml
fE | RAERE, B, REEOE, BHERIE
HE, EIERRIRRE,  TRE - Mk, BRI, ME
WLRRIEERE,  BAETR, FUIRIEREAS TR
B2 | FAEMERZK (L, HY), RFEIMHEZE (L, H9)
W
JRBRRSWT | fE5E,  compatible, HER
KL EIH
Z W
PBC | ##3E, %W\ PBC-ATH Overlap JEfERE
BEEEJSHA | aPBC,  siPBC,  s2PBC
KHARRRET | 1, I #, T A, IVHE] (Nakanuma, Scheuer)
H JE BE | Child-Pugh(PBC) Score ( ), Grade A, B, C
F1 | Mayo U A7 X227 (R) ( ), MELD A2 =7 ( )
AL D) RRIRETR,  2) MARETTER,  3) FFARaefl
E | R (R, AR, mED), RoERR R, hEE, mE)
LB (BB, R, &)
& BF E| BEEIoE R, R, 8, BK @, % 5, ME 68, 9%, 5)
AR e (M, R, ), mBEfert (B, B, &), FHRE (M, g
B, mE), va— 7 VUIEERE, BAR, EEY v~ ZoM
( )
JiFEE  (HCC, C€CC)
KFRC I
=Y Pk an
UDCA (600mg/H, 900mg/H), ~ 4 747 V= (200mg/H, 400mg/H), PSL mg/
PBC .
ffl?ﬁ‘(t:
LT
EPHE
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*LT

fF %

SHLER L,

FERATREMER, BMEEME~O L EREID NS

L HH
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W FEREMEEEEER (PBC) BRDZ V=NV JZAFa v
1. EARREEH

QI-1: FEFMAEH MRS % (PBC) L i KA RERD?

O FEF - JFORMERR PR R TIR M EA T DR © S HEFEE TH 5. JFP/NEER O /MBAE 3 0%
FHREFIC L D E S (IBER), 207D, HAHDIIFIENIC 2 > 2 72D ROk Th
AHEVILECDMAENIZHTE L TR ORI EHANE Y LE U IE L, FORE, SENEL 5.
JFIE T, KRIEE O o L72IBHIC X0 RESIZ IR 25388 S CRRMEICE L S 4L, TR 2 IHFEZE ~
EHEITT 5. HURAZRREG] T, RO & S E IR LT, BYE, MEKETRE, EGREES (M
JE) Z4 U T AEOREE TEITT 5.

ASR BT HFETIE Primary Biliary Cholangitis & W\, BECFEA & - TPBC EMEEND. JEMEM
PBC & MESEMEME PBC 2/ S AL, FEO DA, HIE, RiEEEFHK, K, FFHENEe EFmEIC
S< AMMRIER 2 AT DA IHEMRNE PBC L IFFDY, Zh 6 OIEIRE K < HATTEIEWNE PBC & FFE
ns.

QI 2: WRIFEDEH>IZEBLLNTNDEN?

QR ABBERIEOHNITELEAHTH L, HOHKRO—2THD AMA BRI DB R
kL, F7z, BERRRE, ¥ =—7 U BRSO B CAREMRESCBERZ A0 LT N &
5, JREEIEARICIZ E O PR E N E 2 LTV A, (HREFRIC S, ITIRO PR, Ko Eiaes
JE PRI S P DB 5% R~ 5 K9 70 & B O BEER OB N A A, IRE AR I b Bk
BRI A A DAL D . R MARERC, RIEARIE THIEN CTh 5. Fiz, /INEMILE BRI
FRMEITITHLA 7 7 2 11T HURO BEMERBN AL, 7 7 A 1 JURORBNERL T\ D, I HIZ,
BAERTORBANL LD L & BT, AMA (B PDC-E2 Hifk7e &) MEREkT 540 F A3/ NERIREAS |- JH
FOREIZHFAET 572, BERENISERBST AR RBOLND Z & L0, BERERFICIIR
PRI, &0 b TR GRS EE T M) NEERKEZH> T D Z ERMHESNTND.

QI-3: BFITAARITMAL HVVNBEHN?

OFFERN R TTHHAMEONT - ILEREBICEE T 2R EEEE) OREFEICL S &, FHichlTn
1:7CTHY, FMFILLNE 50 i, BP0 THL (K1), 1974 DT 10 4RETH-
T2 R EHDY 1989 LI 250~300 A A 2 HEE LT\ 5 (X 2). FERBIAHREL D E 2 BN L 2007
FFIZIE 5000 AN55 & 7o 70 ([M03). FrE B BRI 33E CIlERlE OBk % 5 1 T\ 5 PBC BE % (i
= PBC) 13 2008 A1 16000 N Th o 70 (FrEE BIERS A AR, Epi 21423 H 31 H
BE). o< &, BIEWM D PBC &5 0 7= BEREIIHR 50, 000~60, 000 A &t HFtENns. H
ANBAOZE 1 EB3THAN (B2HEA) £35&, AH 100 5%k 600 A, BENRHELND 20 Ll E
(1E3SHHIN) OHRrZEXNRESTDHEAND 100 7 AX 750 N7 5.
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E1. BRI EFTEE (Pp0) SO EMHEs FUMs  E2 RREBTEFEE (PBC)BE FRARBEY E3. FREMEEFEE (PBC) B SRNTHEY

PECEB &M 72824
9:%-020A:6353A-1:6. 8 450 A0
MERIEPBCEY 51814 EREPBCEE 21014 400 Tl 4000
B:£=680A: 4501 A=1:6.6 Bod-2a0k: 18624174 50 Da-PBEC |
1600 1400 1200 1000 800 600 400 200 O 0 200 400 600 Ds-PBC | E
300 = 3000 HHHIH
. o 250 No 2500 = il I
O 4 o
30-39 200 2om AR EL LR
= 40-49 B
10-49 ™ 1500 A (L i
] 50-59 | Re— 100 [ H 1000 HAHHARAHAA A RHA
[ 60-69 =) 50 500 ﬂH HHHHHHHHEAHO L
T 70-79 B o manfll i ecnnil Hm
\.F I‘ 80- | 74 7 80 83 86 a9 92 95 98 2001 2004 2007 T4 76 T8 80 B2 B4 86 B8 60 62 94 96 98 2000 2002 2004 2006 2008
Female % &

(EHE MRERON - Sillss) RFUELENERS. 20100 (W5 (RSO - BlXE) RUDEENTES. 2010

QIl-4: DO LI ABRBRYLTVDHN?

QR - BT 1 7T, 20 MELARRICHIE L, 50~60 MifSIci b %< b s, HELMEO LM
VR THD.

QI-5. : BT B0

O FEF WL PBC DHERE DO TFHEMNFE U PBC 12725 Z 172w, LacL, [R—#EN B+, flitks)
\ZPBC DRBEENHLIND EWVHI W OOREF R H D, £z, —IIERAERTHL—FH DR PBC T
HITMOIE Y PBC THOMERNE N EWIIZENRDH D Z LD, HERFCEIME, DANE D TH
%X 912, PBC B REN—AZERER OIS L CRIET2HRATHDL EEbTn5.

QI-6: FD LD RIERNBELCBH?

OFFHL  BI/EPBC DM A Z T CTE oA%< (T0~80%) DBRFILHABIR L/ <, HEREMFM: PBC T
HDH.FENDHIERE LTIE, £< D PBC BHICBWTHERER TH S . BE ETREICELNEN,
BOEBICHEIEN T 2 X 01275 T RGE, TAE TS £V IER STV, Bk Tk PBC
Db —fRIIER E ZEZ BN TEY, 20-T10%DFEFDNEIIEREZRA L TS EHMEESNTWD.
P ITRER OFREE I TS « PRI, PBC OMEATESCHIEO A ME, MR/ P RAE e & & IXEEN 72 <,
Te LADERF L OBENTRNZ E2VRIBR I LTV A,

R ETT LR 3 ot X IRV PERFREZS &0 D RRBIZ 72 D &, D JFRIK (IFR T A VAT L2 — L)
WK DTS & RIRRI, VIE - BEKSOFFEIMIE N E U2 X ) 1270 D, FIARBAE, £EE N
DRI K DIFEE LD b AETRLT <, ZOEIREOMEAIC X LML T Tl THTI DRRET
HDHZEB NI ELHD. £, EEROBENELS o720, IRADOHRERAELND
ZEbdHDH. —J, PBC TIIHARIRNA LD Z LT ET 0.

QI-7 : PBC DEEERRET — ¥ ORHIL ?

QR AT OARREILEG TIIIE 2 D 2 LD TE WM N iFN/INUEE OfEETH D, Lizn-
T, ALP - y GTP 72 ENHIE RSB O REMR TN & —  Zon 9 — 07, WG A LITIHE OYLE - 1%
BN L, T70bb, BMIEH D oW E KM L7-RET — 2 BNEENTHs. 51T, BAPUR
DOOED, B b2 KU 7HIYK (antimitochondrial antibodies; AMA) % PBC (Z%td % ¥ g L
PEDMBD TEWN T2, BFEO 2 JUTINZ T AMA 235 T &b AuiE PBC ORZMNIITITHMEE T 2. AMA DA,
Bty ba X T7HUE (anticentromere antibodies; ACA) CHIZIEFLPLA (1 gp210 HUR) ZEDHits
PURDE 50~60%DIEFI THMALT 5. S HICAIETIE, REZ7 a7 U U 3mEo 55 IeM BN EEE 72
DS TH DY, W DE - BRI T EE < ER. AT T O FFE IR y 7
=R A) BN NI/ ok R
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QI-8: ED XS RIGRIENHDHD>?

QR AT T HIERIL, PBC Db DITHT HIREE L, PBC 121> TH U DIERLABHIE,
B L OPBC DHETTIZE - TH U D AFkEE (FFEZE) 12 K - CTA U DIEEICHT L COIBRRICKRITE 5.

PBC D b DI T HiEH & LTI, £7EMRIBRNEEIEIIMESL STV 72003, UDCA (7L Ve) 73
HERZMA, B LT CE TOMMEILEET 52 E0NERD T & 2k 2 HE B T
INTEY, MmUYEEEL LTHEH I TWAD. @IEMEICK L THOWLNLTWARY T 75— R HHE
HEARBERZOEK TIERNRD LTINS,

PBC DIEH 5 S HiflC Lo THA U DRI 0 d o3t LT, 1) fte AZ IV, 2) a L AT
LY, aVAFI RPEHEND. REITEHR S EBNTRET 2BE08H 5. 7272 Loy
WD Z ENHDHDOT, RARKMZSFA20LENRH L. B X 22 D OWRINREEEC X5 5 R IS5
LClE, IEM ke Z I D ofl, BIEL < OEDBHEIN TN D.

APEEPHEIT U TTFEEICE > 72356810, MOJRIKIC L 22212309 21650 & BEARMIZIEFR T T
5. A H AR IO fERRPE B &EIE S DS AIE TR INREE IR AT 5. WA
RIRZIT > THRBZDOMENH LN WGE, BEIERZRETT 5. 2 E CIIMER O S
IXEEROENTWDDT, HPICHIBREEE 23 D 5B 1T AR IR 72 S D . gt 23
WARWEEIE, MO B ER N LI L 70 5.

QI-9: FDLHIRRBETEDN?

OB AR E AR ORI & U TR & T2 DT, 2015 4 F TIRFR MR
JHFREZE & FEEI TN, el TR 2 72 O A O BRSO ZUZ DWW T DR A F - 7272 91Z,
FERAR, HDVITEOEICBI SN, Z L REE AL THY, < OBFIEFIFEAICITEST
JAERDRBIZE E - TS, T 2016 70> ISR T4 23R PERE I T &
iz, L LR bEE ORIEITFERICDIE > TRIB L, —#0BE TIIRE I EREEK, 3EN
MELL, B, MK, HFPEREZ: &, HFREFICES MERAHET 5. 2o L) RIFEEFICE
SLIEREAR LTV DGAIEGEME PBC L FFDY, 15 OJEEE K < HA % BIEENE PBC & MRS,

[ CFORPERRAPEIE R E WO R4 TH-ThH, 2 TORFENR L L IZHET L TV b Tk
VY. AL SRR O 72 WESEEE PBC DK T0% LA EDBE S 10 FELL FIRIRBSETETRET 5. ol
ATIEDRBLN TS, ZOETOREITESNT, MEOTEICEDL ETHFEELET 5. UL YN PBC
IHEHEND L 927> T, ZORKOEITITLENI R TH LW EL TV D,
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1. PBC ®ZWr

QII-1 : PBC MZRTIZRBIT HAERDOEREIT? GEHAE 2017)

A:RSWIEEEE BB T 5 & AMA [21E PBC 72 EIEERIBI S WT L RN HITFARIILE TH D, £7e,
AFRDHAEME STV S Nakanuma 7384 FHV 5 2 & TIRBIEE IS K OYRHIR2 I & TR OHEE H "THE Q)
H5.

HIREE:. 2, TETF U ADBE C GBS 2017)

@ fFEBL: Nakanuma 2)FEIC & BRSSP HOEEM IE PBC DJRAEZ IEFEICHIE CTX . 63D Scheuer 43%,
Ludwig 3EICEEN T T#H &2 LS HETEH2HFHRDHETH L Z EBRMR I -ob 5, 7ok, 1L
FEMIZIE HE Yefa, BRHERG oMz, HFE VA I TWRWA LA Rl K DM 9 -
DORRJEZHET DMENDH D,

FRHL & 72 2 SCHik

1. Evaluation of histological staging systems for primary biliary cirrhosis: correlation
with clinical and biochemical factors and significance of pathological parameters in
prognostication.
Chan AW1, Chan RC, Wong GL, Wong VW, Choi PC, Chan HL, To KF.
Histopathology. 2014 Aug;65(2):174-86. doi: 10.1111/his. 12384. Epub 2014 Mar 14.

2. Evaluation of a new histologic staging and grading system for primary biliary
cirrhosis in comparison with classical systems.
Kakuda Y1, Harada K, Sawada—Kitamura S, Ikeda H, Sato Y, Sasaki M, Okafuji H, Mizukoshi
E, Terasaki S, Ohta H, Kasashima S, Kawashima A, Kaizaki Y, Kaneko S, Nakanuma Y.
Hum Pathol. 2013 Jun;44(6):1107-17. doi: 10.1016/j. humpath. 2012. 09.017. Epub 2013 Jan
11.

3. Application and validation of a new histologic staging and grading system for primary
biliary cirrhosis
Harada K, Hsu M, Ikeda H, Zeniya M, Nakanuma Y.
J Clin Gastroenterol. 2013 Feb;47(2):174-81. doi: 10. 1097/MCG. 0b013e31827234e4.

QII-2 : PBC OZWTIC HE Wi I T LT D ?

| A : PBC I BRI ST A0\ A8, BZEMEEORE L O OS B OER 0 7= b I B Th 5. |

@R : PBC IZAFRA 2B AT R (BE IR, CT, MRI) 1372<, PBC ORMEEZWIZ1T O 724
ZWHILEE L Lz, Lo, B D oW OJRIK & U CoPAZEMFIEE DERINEZI| 24T 5 ITIXEZE R
BATH Y. PBC OBWRNIILTHEITT 2 LENRH 5.
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M. PBC DIMiEHE

1. UDCA

QII-1-1 : UDCA DOZNRITHER SN TNB D0 ?

A : UDCA DRRIT T > & DU EEGRER (RCT) 2510 % < OFRIKABR THEGE S T 5.

QLETFTUALN)L a,

HELREE A

& 7R - UDCA IS REMATE Ot & & 612, #4D RCT T, MRS LT 2B S E 580 B
A

D B, FBEE COMMSAELT £ TOMMOERE /R I TS, LarL,

DENRITIFF LT,

AZT TV ZD—H

1T L7 3EfF T

3CHk 30) Shid, Wu C, Lin Y, et al. Long-term effects of mid-dose ursodeoxycholic acid in primary

biliary cirrhosis:
2006;101(7):1529-38.

a meta-analysis of randomized controlled trials.

Am J Gastroenterol
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QII- 1-2 : DCAREDV X7 1%?

Az BITER L LCiE, BISHEREIR O, dk6E, (850, a5, Mk, MW, HAREE, WS,
BRAIR) CHBEUE (0, CAELA, BBRE) RETHY, HERLDITHRES N TR,

QTLETFTUARALN)L 2a, HEIEEA

OFETL : FIEFIEL 6, 495 51 336 5] (5. 17%) 467 FFOEMEMABE SN TWD. EREWEMIL TR
176 1 (2.71%), # 95 25 14 (0.38%), ME¥E 24 1 (0.37%), Hls 23 £ (0.35%), %45 21 {4
(0. 32%), f&F4 20 £ (0. 31%), B APRIEE 19 £ (0. 29%) , Ma<°iF 16 £ (0. 25%) , MaM: 8 £ (0. 12%),
BACRIE 81 (0.12%), AST (GOT) k&H 8 (0.12%), ALT (GPT) k&8 (0.12%)
LETholo (CHUBMERBICIS T D ITHRE O UGB I 4R D 2 REIENNAKGRRE. i FLAEF I ITIRELIC
FRTREFEPEIRPERTREZS, CHUBMENTFR R ORREBINAGRIEOIER 2 & Te) . 708, I CEICITE
KRBWER & U CTRIEMEMA DL SN TWDE N, HEFRHTHS.

F7, R SUTEIR L T D ARE O & D Im NIZITHEG LW EREF LN E S TWD [
B (7> b)) CTHERATR OYEAROI O K& (2000mg/ke/ H) #5112 X 0 MafratE (BIFWRI) 238
ENTN5D]

®5 | HER

IS - A A — 77—~ http://www. e-pharma. jp/allHtml/2362/2362001F2149. htm

VY BERAT SCE

QII-1-3 : UDCA ITWV OB ED L > BEFIZEE LZH X0 ?

A HEREESE (ALP, v -GTP) AIEFED 1.5 fF2 EHANH BT & X, AST, ALT WEFEEL 235
b & FIIFERRE TR DL & SR LTS BIRRBRAAE T 5.

QLT URALNYL G, HEIREECL

SFH B ERHICE L I T L ar o RIIESR TRV, 2o /-=5 UDCA ZE <
WG TRETHLHLETHEZTLHIN, B L TCI<KEEDALP O FHOBEICHLHES LN K
WEM 2= T A3 n. BEOAMEEREB L UL RWERLLETEHOZ L 2B 25 &
HAOHFRED L ~JUZETHE TIIRBE A TE OO TIEARWNET5E:2 b H 5. ALP BR—EDL
~JL (IEH ERO 1.54%) B2 TWHEFITESICERGZHMGL, TR FTORBE TIIBILEL T
ZDOULNJIFELZREE TR GITH) ZENRL W EEDbNSD. L L, AST, ALT 2B EE %2 29 D IER]
IEHFRIEDO LD ATREERN S 0 #EATIETH D Z EBRHERI SN D DT, BFEMN A S DA T UDCA
OFEEFIE LN I WE B 5.

QII-1-4 : DCAIZED X O BRETWHDOETERELZL XV ?

A:aEE, N1 H 600mg 2 3 [FNCHER OG5, HMET L2560 1 Hig K5 5IE 900mg &3
4. JFHIE L TRARET S.

QLT U ALN)L 2a, HIBEB

OEH  WE, A1 H 600mg & 3[R NI 5. Ak, A, FERIC XD EEEET 5.
WET 2560 1 ARG &1L 900mg &35, @H, /73 TSI LM, o1, 72 ThahRITE
DHNnEINTEY, 1HEELT60mg LLEREINDZENRFEETH D, FNETITOILE
PEFBR T, HAA PBC HFEIZ UDCA600mg/ H % 48~132 R 5 LU AFHERELE D R OB M T bz
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fES, TdE) DL EOUERIL 81.8% (27/334l) TholZ &b, KEIC)DOHT, 600mg 23
B2 HREGRELE SN TS, BCRICBWTE, U4 K74 % T 13-15mg/kg OFENERD Hi
THEY, TR L HARANTIEOD W EG&IZR > TV D,

FHEHFIZOWTOZ BT R0, FERICKH 2RI TIE R0, FHIE U TRAERS
ERS - A 2RF Yoy Wy
SIRHYL L 72 B SCHR -

FHEMIKER  fih : FFRERE 1998 ; 37 (3) : 443-460

QII- 1-5 : UDCA DEBEHIEBIZTED XL 1T L2 b LW\ ? GBHAE 2017)

A : UDCA $¢5- 1 4 (i) 14 D ER R B A & BRIRT 5t 22 WL TR R (EAE2ROTBIROG) 27T L, BRIRHRE
WELOTREZTHTLIENEELVY,

SHELEE: 1|, TEF U ADIRES A GBAE 2017)

OFER. : PBC ORI AEMm T# 03, UDCA 5% ORI L ORRRY & L B35 Z EndE S
TW5, UDCA ¥ 5-D A FENEE R G IE, Globe score =2 UK-PBC risk score (¥%5-14E%). Ehime
score (#%5- 0.5 %) GAHWTHIET D Z LN TE 5, EASEE THEMEORT - IREREICEET
LHAERFZEHE] T, Globe score A HAMEIZEIT 2 L sk MAEMFZE S EITH TH 5,

W3R primary biliary cirrhosis[Mesh] AND (therapy OR treatment) AND prognosis NOT (case
reports OR case report OR Editorial OR Letter)

primary biliary cholangitis [Mesh] AND (therapy OR treatment) AND prognosis NOT (case reports
OR case report OR Editorial OR Letter) (2011.4-2016.4)

FRAL & 72 2 SCiR
1. Development and Validation of a Scoring System to Predict Outcomes of Patients with
Primary Biliary Cirrhosis Receiving Ursodeoxycholic Acid Therapy.
Lammers WJ, Hirschfield GM, Corpechot C, et al ; Global PBC Study Group.
Gastroenterology. 2015 Dec;149(7):1804-1812. e4. doi: 10.1053/j. gastro. 2015.07. 061.
2. The UK-PBC risk scores: Derivation and validation of a scoring system for long—term
prediction of end-stage liver disease in primary biliary cholangitis
Carbone M, Sharp SJ, Flack S et al; UK-PBC Consortium.
Hepatology. 2016 Mar;63(3) :930-50. doi: 10.1002/hep. 28017

QII-1-6 : UDCA TRIRBELNLRWEEIXE D L= b JWid? GESFE 2017)

Al : UDCA600mg D5 THiLIE, 900mg [ZHEE L TH L.

A2: UDCA Z85H-EN 5D b7 AL FRNBREISDMG B IVT, ZhRHIE score I LD EMmTENE
I Tl & PRI NDIEFITKR LT, Fibrate fU5| (Bezafibrate, Fenofibrate)fffHZH#FEIL TH &
A%

OHEE: 2, TETFTURADEBE € GEMHE 2017)

OFED . PEHIC L0 kA b PR (IHEREER) OBGENIIFF SN D, L LR bEM PHREGEIC
BLCii= 5 RI2Z LL, Bezafibrate |Z & 2 BHEREIK T, Fenofibrate (ZBEHI4 2 TR A8 IR
ElLbHE SN TS, LER- T, MFEOEREZESE LEA, S OITITBEA%LIFHBED
MR EHE LT BT DR FEE KI5 Z E AL E LV, UDCA (2% L CRHERAR 4372 PBC & %
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http://www.ncbi.nlm.nih.gov/pubmed/26261009
http://www.ncbi.nlm.nih.gov/pubmed/26261009
https://www.ncbi.nlm.nih.gov/pubmed/?term=Carbone%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sharp%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Flack%20S%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=UK-PBC%20Consortium%5BCorporate%20Author%5D

Rt L Ui RIEBR~D BN ZETREXTHA D,
AKFH T Fibrate SIANLENEMUE 2 O ARBOEI N H D 72D, mARIILIE 2 & 0F L 72\ PBC IZ%F L C
X, BRERRFZEL L CREGTDHZ MU TH D,

WS primary biliary cirrhosis[Mesh] AND (Bezafibrate OR Fenofibrate) NOT (case
reports OR case report OR editorial OR Letter) (2011.4-2016.4)

AL & 732 % STk
1. Systematic review and meta—analysis: bezafibrate in patients with primary biliary
cirrhosis.
Yin Q, Li J, Xia Y, Zhang R, Wang J, Lu W, Zhou Y, Zheng Y, Abudumijiti H, Chen R,
Chen
K, Li S, Liu T, Wang F, Lu J, Zhou Y, Guo C.
Drug Des Devel Ther. 2015 Sep 30;9:5407-19. doi: 10.2147/DDDT. S92041. eCollection
2015. Review. Erratum in: Drug Des Devel Ther. 2015;9:5947. PMID: 26491252
2. A prospective randomized controlled study of long—term combination therapy using
ursodeoxycholic acid and bezafibrate in patients with primary biliary cirrhosis and

dyslipidemia.
Hosonuma K, Sato K, Yamazaki Y, Yanagisawa M, Hashizume H, Horiguchi N, Kakizaki S,
Kusano M, Yamada M.
Am J Gastroenterol. 2015 Mar;110(3):423-31. doi: 10.1038/ajg. 2015.20. PMID: 25732417
3. Fenofibrate is effective adjunctive therapy in the treatment of primary biliary
cirrhosis: A meta—analysis.
Grigorian AY, Mardini HE, Corpechot C, Poupon R, Levy C.
Clin Res Hepatol Gastroenterol. 2015 Jun;39(3):296-306. Doi
10. 1016/ j. clinre. 2015. 02. 011.
PMID: 25882906
4. Biochemical responses to bezafibrate improve long—term outcome in asymptomatic
patients with primary biliary cirrhosis refractory to UDCA.
Tanaka A, Hirohara J, Nakanuma Y, Tsubouchi H, Takikawa H.
J Gastroenterol. 2015 Jun;50(6) :675-82. doi: 10.1007/s00535-014-0998~z.
5. Combined ursodeoxycholic acid (UDCA) and fenofibrate in primary biliary cholangitis
patients with incomplete UDCA response may improve outcomes.
Cheung AC, Lapointe-Shaw L, Kowgier M, Meza—-Cardona J, Hirschfield GM, Janssen HL,
Feld JJ.
Aliment Pharmacol Ther. 2016 Jan;43(2):283-93. doi: 10.1111/apt. 13465. PMID:26559762

A3: FT AT I F—BHENEMEOEEIE, AIH & DA —"—F o FIEFIO A fEMEZ Z B L, 2008 4
DOERE AIH 7 v—7 (IATHG) @ Simplified criteria 2GS OBAITIZEIBLZE 2T 0 FOFH
TRHD.

QLT U ALN)L 2a, HIBEB

O FRHL : PBC-AIH A — =T » TIEBFEHOHTHERSNTWND LI, b T AT I —PHEnEHE
DA, ATH E DA —"—F » FEFIOFRTEEMEZZE L, 2WEiT5 2 ENEE Th 5. PBC-ATH 4
—NN—T o TEFOBKNE LN, FFRE LTOFEEMHICHL X5, 7o F=Y & T 20~
40mg 7> 5458 TR 5. UDCA & [FIFIZ A5 T, UDCA IMET 2 = & 722 < fikfe L T 53 5.
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http://www.ncbi.nlm.nih.gov/pubmed/26491252
http://www.ncbi.nlm.nih.gov/pubmed/26604692
http://www.ncbi.nlm.nih.gov/pubmed/25732417
http://www.ncbi.nlm.nih.gov/pubmed/25732417
http://www.ncbi.nlm.nih.gov/pubmed/25732417
http://www.ncbi.nlm.nih.gov/pubmed/25882906
http://www.ncbi.nlm.nih.gov/pubmed/25882906
http://www.ncbi.nlm.nih.gov/pubmed/?term=Tanaka%20A%5BAuthor%5D&cauthor=true&cauthor_uid=25239675
http://www.ncbi.nlm.nih.gov/pubmed/?term=Hirohara%20J%5BAuthor%5D&cauthor=true&cauthor_uid=25239675
http://www.ncbi.nlm.nih.gov/pubmed/?term=Nakanuma%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=25239675
http://www.ncbi.nlm.nih.gov/pubmed/?term=Tsubouchi%20H%5BAuthor%5D&cauthor=true&cauthor_uid=25239675
http://www.ncbi.nlm.nih.gov/pubmed/?term=Takikawa%20H%5BAuthor%5D&cauthor=true&cauthor_uid=25239675
http://www.ncbi.nlm.nih.gov/pubmed/26559762
http://www.ncbi.nlm.nih.gov/pubmed/26559762

2. Bezafibrate iBNZE#%E

QII-2-1 : Bezafibrate XD L 5 RBHITED L HITEE LD LW 2?2 GBRE 2017)

A : QII-1-6 GE#H 2017) 22

QOHERE: 2, TEFURADME € (GBAF 2017)
&fFH - QII-1-6 GEAE 2017) 22 M.

QII-2-2 : Bezafibrate 5D Y A 7% ?

A IR TH Y, BHEREOBFIITEER ST 5, BB RMAEORIEICERENLETH
%.

SRR EE LW OIIBUGRIARIE CH 5. EINREIERTH LM, L ITBIMOEWA, &0
NFEENLETHDH. £, %W)x&%/ﬂé@: VAT aR— UK TFHELEW- L XIZIRAT D &t
DTV, BOSL DIFER BT LI2HRMOHEL, FEO LU - IFTWivA, FROB, BT
R, FEORICEETS. 1Eh, 7T 740 7% —ER (CAEE, 253K, EOMmEOENR,
BHLW (B—8—)), EWEEER. (&, SmEORE R, BOOWEK, OERRY, KiE,
HoFim), &, hER, BRE, B MHROKTERHREINTWD. £, FFELRIER
ELTHARCHEELROOND., ULT 7 U, TANRREF L, TIURT T RigE LD
HBEER®HEINTHD

3. BIRRERT A R

QII-3-1: BIBREEAT A FREZXED X S BENHEILERD)?

A : PBC-ATH Overlap JEfERET UDCA R° Bezafibrate THO RN E LN VVEFI TEEINS.

QTETFUARLNYL 2a, HEIREE B
OFFER : PBC IS T HRIBREAT v A NIFEEREMEOSFEI IS LN OO, FWEHTHLE
ﬁ%r®%%-ﬁ%ﬁﬁﬁéh,@@fiﬁ%%ﬁ%%@@b%%%&éﬂfwé.L#L,%%W
72 PBC-AIH A —"—F » THEMERE~ DI H1X ALT, AST Oek#EIZH RN THD. PBC-AIH 4 ——F v
7%%%@%%@,E%@%Eﬁ%&ﬁ@XZT%ﬁ%Kﬁé.wm%wwﬁmmmf+%&%%ﬁ
BONBRWEER X VEEEZEETSH. 20X D REFITIE, FHECEELDHR, NFrAT I,
—tﬁ’ﬁﬁﬁﬁghé BIEREAT A RO, SgI% 1 HEO0. 5ng/Kg LA Fob &KL
DR ST D

QII-3-2 : BIBFRERT vA FEEDY X 71%?

A: ERYYE, TECPETE, KRR, BT, RIBHREA RS ICEE T ANERD . FTEHE
DI LIZES TR E T O HBUCEERLETH 5.
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OEF FIBEREAT oA RORWERHO T BT VA LI E. i A BRI, BIEE 2L L5729,
FHCHMET R CIREa T4 7 U APMET LTV D AREMDRH Y, HENLETHS.

QII-3-3 : DY TCHRPHERINTNBLDITHEH?

A: T U Ml 2 BEERILEGR TRIREE S 723 372 0.

OTEFUALANYL 2a, 2b, C HELREE - C1
QR T BT VA LULEE L 2R, Methotrexate fll FRLDEM A PBC IZA RN TH D & DOWE M
RENTND. A E &SR 2N DI E E5 Budesonide OF EIEDH FITENAS % HIFF
IN5.

1) Azathioprine

2) Budesonide

3) Chlorambucil

4) Colchicine

5) Ciclosporin

6) Methotrexate

7) Mycophenolate mofetil

8) Penicillamine

9) UDCA, prednisolone, azathioprine
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IV. &OHEDIEYIRRE
1. RIGHEEERE

QIV-1-1 : Cholestyramine X PBC FB& D B BIBEESEIZH ZhH> 2

[A : Cholestyramine I3 PBC H8 O BUSTRIEIEIC A CTh 1, H—RIRIEL 720 5 5. |

QLT VALYV 2a,  HEREA

@ EE ¢ FERI R a4 AR HAIE R Td D Cholestyramine 1 PBC I3 1T AEFEIEICKTT 5
B L 70 5. IBENOERIEEWEST D &T?af%m@fﬁlé%%t%?k 5. EBM DR
KO RVFINLIESEAENTWAE D, TETFT U ARKITZ L. §l8EI% OBRENLBET 5.
UV BEBE T, LY L Cholestyramine & DFEAIT K 2N FIHGH 2388 T 2 7= b E5 I FE] oD FET g
ZE <. AT, FUREA A4 RBIETdH 5 Cholestimide HfRRBRIICHEH S 5.

QIV-1-2 : Hiik 2 & I 3|3 PBC BE DR EBBEEEICA D ?

OV FURL~YLS,  HEEEEECL
SR it A X I AL, ZOENCT ISR TIIEH SN A H 503, PBC DREEEIEIC
B9 % evidence IZFEFIZZ L. WRIOARIRICH L ClE, TO#EEERICL VRN EINS.

QIV-1-3 : Rifampicin iZ PBC A& O R EBEEIEICA D 2

A : Rifampicin |Z PBC B O EREFEIEICK L CTRHHRPMFFTX 5

ST F AL~V 1a,  HIEEEB

QM FUEE TH D rifampicin (ZOW T, 57220 metaanalyses (25 Y i@ L~ L THZhME
DHESNTND., L ULIFEEZILICD & T o84 2EWERMBLO FREMERH Y, M HIZITEED
VETH 5. 150~300mg D 2 B#EEE (TS .

QIV-1-4 : Nalfurafine % PBC Ba& O R EHREEE ICHSIH 2 GBHAR 2017)

Ar FTNT T T ¢ L, PBC B ETeEMENTE BICAE O REEFEIEIZR L CREEIS O & 5 ILFERITH 5, 7
72 LERRIBERIC Té&ﬁ%ﬁimPﬁﬁm PBC FBF 2T 2 BRI RIIATHTH 5,

QHIRE: 2 TEPFTLURDEE C
O FEH. : PBC B ORRFERKITRT 2 S sk allin & K WIBIZAFIE)Y AMED CTHEITH THh 5,

¥ primary biliary cirrhosis [Mesh] AND (Nalfurafine ) (2011.4-2016. 12)

FRHL & 70 B STHR

1. Efficacy of nalfurafine hydrochloride in patients with chronic liver disease with
refractory pruritus: A randomized, double-blind trial.
Kumada H, Miyakawa H, Muramatsu T, Ando N, Oh T, Takamori K, Nakamoto H.
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Nakamoto%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159

Hepatol Res. 2016 Oct 18. doi: 10.1111/hepr. 12830. [Epub ahead of print]

2. BHBEDTR

QIV-2-1 : ‘B HBRIE TR B TRR OB MRREEIX 2

A HEEWEIZEBITD T score B-1.5 LLFOGEIXEIT T O DITIREMGIALEE Lu.

QI EF U AL 4, HERECL
QR B HIRIE OFRIZ DWW T, BHRIEO T EZIEN A RT A WL TITH 6). G —
By 7 ARRRIEN T BRI EEO T ClIKERBE Th 5. BBEEREIL 1END 5EIC—ED
EHHARIENLEE L.
“B’*H RIED T LI A KT A4 NZBWTIE, LLTFoan < SEYIRFBRGEENRE SN TS,
. WES R B I W E
O  FEHE, KBRS, BEE, 3P TFROBBEENY AM GEERNA M) 70% AR5
@ Y AMT0%LL L 80% A D BARR% £oth e OV 50 ik LA E D B 1E T, BUEOBYE, 7L a—
VSR, KRS EITOFERED 350955, W 1 25 HT 5548
2. MEMEEE RN H 556 (BkeEb 505l
D7) =HNT T AF g D Answer TIE, FEROFEURE X Y b DOIREBAMG A HELE L 725 7) (T score
=2.5 DMEIX YAM70%, T score —1.5 2MEIE YAMBO%) . r=ifhn, BMI A, HHARZFAOHETIT 72 & OfalRR 1%
FFO PBC BEIZEB W TIIFRZIEMIRIE O BET XETh A .

QIV-2-2 : Bisphosphonate BH|iZ PBC BE& OB HERIEIZHE RN ?

A : Bisphosphonate #%/]? alendronate {% PBC BB& DB EEXFEIZIAZITHS.

QLT RL)L1 b, HIEEA

@ fEP : Bisfhosphonate AP alendronate \ZBH L CTlX, placebo X etidronate X ¥ &/ FEE Dk
BELELLEZZEDRINLTWS, Lo, EEMHEI Lz & W0 5 fERITE STV ew., il 1 (8
BENEHREGE LD LLEE L. Sl IR LERER SIS X 2 BEREF IS TH 5.

QIV-2-3 : {EMR! vitaminD3 BIKIR vitamink2 BIK|iX PBC B OB HBRIEICH LI 2

A:PBCAEFIHL TOX LT v AFZ LV, BHAIEICKH L CHRIMIFTE 2.

OTEF U ALV 1b, HEIRPE C1

QR [EMER vitaminD3 BUHFISC vitaminK2 SHKZ-DWTIX PBC ICRET 55 — ZIXFEFITZ LAY,
AFTIZZAETPBC I LTHHA SN TWS. BHRIEZTD b DIZITAMENGEHA SN TEY, &
HWRIED TP &2 A K74 Tl alendronate DIHELERE A (ZkF LC, MERAIIIHESIE B & ST
W5,
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3. HLBREMRAF DIGHR

QIV-3-1 : ¥5PER cevimeline & pilocarpine ¥EERHE X PBC BE D O EELIBIEIC A SN M 2

A : PBC H3E @ OFESRZEIEIC DWW T O BT o A TEY,  AEREE B IR ~O R ITHETx 5.

QTETFURLNL 6, HEIREEB
Q. : YR cevimeline & pilocarpine ¥EEEYE L Sjsgren FEAERED N PERAMRIE 2% L CHRFRE I &
o TRY, BT, HLREIR E L Wo ZEERICEE LN SR 5.
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V. PBC BE DX EE L
1. SREIERER

QV-1-1: BFEORBBEEITIMTEZHEL L2b I Wnhn?

A:PBC BEOKBBLZICITOPBC HIEDOBE L @PBC OAEOBENMLETH D .
0. 158, BEBHOHETOREL TS L0, UFOHEBIZOWTOBEIIHEBICNETHD.

1) JiEf - PBC OHELT, ATFEE OMER, SOHEDHFIE

2) ArEEREM A

3) HURERE (LR V£ | TSH)

4) EHRRIE DORFAM - - R E

5 Al HERE ORE « EEELE NS A

6) AP REIFE A - JEERE S B A & AFP ORIE

OTEFURLN)L 3, HESEEE . 'L — FB

OFEF : PBC ORMITHEZMET2b0 L LT, HBAKOFREL, GOHED 2 SICHET D LENR
H5H. BIEOEBICELTE Mayo Y AZ ZAaT7 R ERGRATHD. £, AUHEE L THICEMT
BICHEBERET D L0 L L TMARETTEE & FFEAH 0, W IFEZL & 72> 25813 EEN
VETHDH.

7 AU J R S ORI T O@ ) Th b,

1) HTE&Refds 3~6 » Hig

2) HURBEALE > (TSH) 1 45

3) B ENE 2~4 HEf

4) MEYLEUR 2.0 mg/dL L EDEE, b E# I A, D, K 1 -t

5) IFEZE S L< I Mayo DY 27 2378 4.1 LL EDOEAS FEE LA NREERE 1~3 4E5

6) FFEZEOFE, b L XBbN 2561, IS MR & AFP OHIE 6~12 » i
OSER/N :

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

QV-1-2 : EROERZHET AT EZEEL Lizb v

A:PBC ARDEERZET 21213, EROIRE L AIHECHET D2LERH 505, FHRE B RORT
S IIRHED Mayo U A7 2 a7 OREHICKELOREY LvEe Yy, @7m b B, @7 vT
SUNEERE L LCHEET, ZOMICH MELD 2 a7 ORHICKER 7 LT F = b I & it
THBRIITERTHD. £z, VALY TAHF T a—LRBIC L HREZIZOALP, OREILEy, O
ASTREHETH .

®TbTFURLYL: 2b (—#f2a), HEREE:SL—FKA

QFEDL : PBC DAFHRED THOHIRICE L TlE Mayo U 27 2aT7 R ENEHATH Y TORHICKLE
REEBREIIORE Y LY, @Fa hur BV, @7 A7 I ThD. FFRENER LIZHA
WZIE, B AEZET 52 L2250, ZORHZ2 W+ 2 BIZIZ o R BRERIZ MELD 2 =27 5
HFHTHD. ZOEHIZIZOREY LEY, @78 har BVl (INR), @7 LT7F=", RNE
L%, —J, PBCOIEHEE LCUNLYTAXYa—@BBRHOLNDL N, ORI D ItE
ZiMET 2 b0 L LT, OALP MEEL S, TOERBR TOOMIZOBRE Y LE Y, @AST DE(L
WZOWTHEETHD & ST,
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O BERX

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

2)Pares A, Caballeria L, Rodes J. Gastroenterology 2006;130: 715-720

3)Cpechot C, Abenavoli L, et al. Hepatology 2008;48:871-877

QV-1-3 : TR ENASHECHIBO-DICEETREXZ &iX

A : PBC (ZITHTFIRZE DTSR %LTW%EﬁLﬁ%<méﬁﬂ%%wﬁﬁﬁﬁgf%é.%KE%E%
DI U WA PHE OB DO 72 DITIZRTR O FARIEA LT (TSH), BHBERE, ffhreZ I A, D,
K®@m,L%ﬁm£Wﬁﬁ&§,@%ﬁﬁﬁﬁﬁkM@@@m&f%ﬁ%%ﬁ@ﬁéné%gﬁ%
5.

OHELZRE . L — A

O FERL : PBC DA EOMERE L MEARICEIHEN EEICH 2L H D 2 ENREHMEINTEY,
PBC BE CTIXAIHEDHRE L EETH SH. FriZ E NP RICEEEET S RE - HEE & TR
DWW TUT ERAER S RHNTIT B LR W2 OICREMR 72 2 7 Y — = o Z I A & E]IIICAT 5 M3
DHDH.

SR L 2 DFRC

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

2) EASL EASL Clinical Practice Guidelines: Management of cholestatic liver diseases. J
Hepatol 2009; 51: 237

QV-1-4 : PBC BF ORIBBE CRICKEMITHZ LI

A: BOHEIIIFRE DR & MBHRICAE UL AREMENH D Z L2 L TR 2 &, F72, B D Q0L
IZE LS EE 5 2 DS, W TRIIHERERAEZR ETIIEHMi LIZK W2 E 2B T 52 &
72, PBC OFHBEEPIEFICEICDOEZD 2 ENZW 0, JREOERZEE LI WI LIZHE
#6.é%m,%C@EﬁtbtééﬁﬁkLf%ﬁ?ﬁ%%@kbf,®%&@,®ﬁ%@ﬁ%%,
OWINARR, @v¥ I U RZIE, OFRBHERIKTE, @&M, 2ENRH L.

OHEIRREE - S L— A

SFED - 7R X 912 PBC O THBER T & LTIL PBC DIFRZ, PBCICE DI APHENEE TH
L, FRLSMCHBEDO QLICKE B E 52 5 BRLBIET HLENDDH. FFIC, BSOS
W TR TIE T O FTFERERMR A CIIRHiE T & 22, BHFET 5 2 L 3%\ Sicca SEMRRE TOIE S QOL &
R&ESHERY. £, KRAKPEHICOEZ L L0, HREIERNAE CIZ WEIHEORE b &
FINZATON D BN H 5.

O BERX
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