R &M ARAE 2% (PBC) BT AR T AL (2017 £E)

JEA G BE BB VEAR BRI FE S 26 TR PE O AT - IIE 2R RIS B4 2R ARk 5t | BE

2017 £ 3 A
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IXUBIZ (2011 4EAR)

JE SRR P A 22 (Primary biliary cirrhosis: PBC) 13955 RIS AR M A S 30T U VB M HE TR D fEH
%ﬁ%ﬂﬂ“ B THD. 1851 4EZ Addison & Gull DIZE->THIO TREESA, 1950 4F Ahrens 5 225> T
“Primary biliary cirrhosis” &y 44 S4U72. 995 FRALAR 52 B9 1218 1 FE A1 M 4 il 388 4 B 4% 2% (chronic non—
suppurative destructive cholangitis:CNSDC) EAIZENED LA RS EL, FEE ERGMIROZE M - BEIEIZ 2o
C/NER RS DR - T 2 Z I KB T ABH D o W2 2775, B > WIS AW SR
DOIEEEERHE(LZ AT, TRBANIIIFEEN LI A 22 295, BRI > IHICE K, BX
10N E] E,F‘%O) D THAPIa R THUK (Anti-mitochondrial antibody: AMA) DAL 24T,
FLIE DML, BRRIE RS 2 ALIVRWEERE M PBC OIEFIH %<, 2O X572 GEH iﬁﬂiﬂ{hﬂ(
’Cﬁ%ﬁb?%ﬁ%ib\. AJE VTR 2 DO R LI H CHURD —2>ThD AMA D3RRI i R G
1KL o, BHEFARIRS, = — 7V EEREE O B CAE MR BCRBRE A S O L0T 0D k75 5,
RETERRICIT B B T3 E 250D, L, FIEDTEL 7250 O3, kR E O 1

ﬁf;&;éo)m BE/R BIADINI S TR,

RIFEEEL T, WEEZREMEZLTOT YO BILIALNR WD, ULV T AF T a— Vg
(ursodeoxycholic acid; UDCA) 2% 1980 A% oD LD B, BIETIEE — IR L2 > TS,
PBC (3R THY, UDCA ZXIRELTEIREBRLSMNIZE T VAL LR ENT & 2L i akBR
1T THON TRV, UDCA @ PBC JRIR~DRIGBRMARTE % TIL, PBC ED THEH RE<LE D>
72, 2009 41T, ENABSER 72 PBC, &aéu\ilxmﬁﬂmo{m PERFIRBORBIRTARTA DS, ENE K
EPIE 2 AASLD, 3 —my STE -2 EASL KJgRsiz.

BRI ARTAL T, &ﬁ)@é@fﬁ%ﬁ’kiz BREO—BNFEE, HILaR- T, TR =2
PBC E DB D> TR BT &R ELOTbDTHD.

2011 43 H

JEA T8 FEE IR RS AR 723 S TR PE O IIT « ABSE 2R AU 2 B D i AL 9T ) BE
(B - FFNIEL)

FIFSFER AEEICE D728 13, RRIEIARTA N DD T & COLIZA L.

JEAE T B B MR TR FE S S TR MR D T - REE R R BE 9~ 2 FAAE AT 5 ) B
(PR : BEN TR

FREEHEEE SRS (ORASE TBE D)
TG RHE, EIFFs, BAM Z, I, MRS, W7z, FHEER, mI —,
PR, EERNA, BERE L, BIREE, RIS E, B ik
BUWERT —F ST N—F (TN —T R iR )
TEEFNG, W) — MIREERRR, BRI 7, =)l i, Blihd—
BT —X L T N—F (T —TFE B —)
B B T, FEIRFITS, R E]
PBC AEMEI ARSI ARTIA DIER WG]
(TN—TF BRI
THER, EBe, MRS, $nas, AR, DI, BiREE

TR AR TAL DVERL WGITERE S
AR, PNHRBOE, FTHIER, 78 5, E¥Fs, MIRKERRR, 7TILER, iR, ifnz,
FRARHRR, BB R, OIS, i &, BISHE, FAE—, B 8, REHR
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2017 ;B#EIZHT--T

2016 L FEIEMENRY MBS 2% (Primary biliary cholangitis: PBC) Jo4EL 72577, 1950 4EIZ M4 S T-1% .
T OJE MR HMEAFEZE (Primary biliary cirrHosis: PBC)E L TR WOILZIR4A 2, R @Ic A EIh -
72T D,

SRIOBZITITARTALYETIZZORAETELEEDIT, 2011 FRRFEITH . ATE T U ARIEOZEL13HY
FLE LM 7Y =N 2 2AF9(CQ), B)FT-ISB NV CQ. FH5MEAEEL., 2011 A B4
LA TIT Tz, BAERRIZIE UDCA IR DONEAIE . 72D TNIERBELNR WG A DX DUV,
SOITHEZ WOV, [H CQICH L TH /e T UV AZ BN, N AR EZLEL TD, AT
PRI SN 7= BT LW EFEANZ DWW T CQ BB LT,

2011 AERIERE . HARTANCBITHHEEDO T F L AL ~UL LT L —R DR EN, GRADE AT AT
FoTERESNDZ EMRHEFUEAEL 720 | RAFFEPEIZ LD AIH 2RI AR T A2 (2014) LRI AT A TIEESIL
TV, S EIDEH CQ IZHOWTHZNAEBEHRLUIZFER . MES AT LD 82D CQ LHELEEADTARNT A
CORTHFETDHIEE ST, S OB EIZEEL Tid, GRADE VAT A~DEEFEZTEL TND,

UDCA TEENAR+4572 PBC 1ZxFL T, MEAE FDA 723 obetecholic acid ZERA[L7=Z &0, PBC 29K
HHFTRFRICADZED T RIND, BUEDORIIRERZALNERRT 5288 AR 72 T, PBC 2T AT
A RYTEDFFTE IR DB MR THIUXEFE- TS,

2017 -3 H

JEAE G B BRI R FR R IR 2T S 2 TP E O T - ARSE R B B3 2 iR AR 5T ) 9E
(PEE 7)1 —)

FIZSFAR NEEICE DT, KBETARTA N DD R T _E COLITALA.

JE A S E A EEIR MR BRI SR R TEE A M O T - BRI B3 A FRE R 78 3E
(BEE 7)I—)

BB TR B (DR R 1)
JFR AR —WF7E0 ), AINREKIE, MSGE KRS, FEIER, 552,
AR, Rl E], B A, Mol T, SRS WRIER ) #)

FREH AN T4 DVERE WGITEEE S
INARECE, T HEYE, MribEesE, APE, 8T
RS, IRIGTE, fAE ], BEFRE, ool 1, FEE—, KRR, LI
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H&K

W SR AEI AR SR D2 A
DT - P RRIEE

;//\ is

SR - BRAN 2 i

SiEf - A DHE DR

SR ELRS W

2

HE 2 W

il - T 1% 2K

TR -BEEE
FEAR T 6t

BFRE

‘%‘2%‘7“{5
KRBT DIRE
Hﬁ%’rﬁ

JEfGE B DFIE D xR
TR 22
%F’%E’\@fuﬂ DEAIT

PO.\’@.C”.*“P’E\’.HI:.\].@P‘:“P’!\’?‘H

PBC W, 16 F & EDT-H DFIE

B PBC 2, 2BRFHIEDT-DDH <Y ——}

W FE3EMIEH AR & (PBC) RO IV =)V JT=AFar
. EAMEIR

QI -1: FRMARHMENRE & (PBC)EILE AR BN 2
QI-2: HRIFXEDINTEZ LN TNDEMN?

QI -3: BT ARIMALDNND) ?

QI -4: EDIHRADBRILT VDN ?

QI-5: BIET DM

QI-6: EDQOIIRIERNDAELDH 2

QI -7:PBC DEfKIRA T — X DFFEIL ?

QI-8: EDIIRIRIFIEDHDHD 2

QI-9: FDLH7efRidaT-L 52

1. PBC MW
QI -1:PBC % Lﬁ CBUDFAROEZEIT? 2017 B4
QI -2:PBC OZ Wiz i L,Fr;tz%iﬂ‘?
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I. PBC OIEWiswE
1. UDCA

QII-1-1: UDCA OZNFITMEFRIIL TN DD 2

QII-1-2: UDCA & 5-DVAZX 2

QII-1-3: UDCA [T 2B E D X7 BT G- LT=H L0 2
QII-1-4: UDCA [FEDIHRE TV OETHEELIELI W ?
QII-1-5:UDCA O FHIEIZE DI LIZHE 0D 2 2017 B4
QII-1-6: UDCA TEhENEOLNARWEAIZEILIEDL 0D 2 2017 B4

2. Bezafibrate 1B INEE%#E

QII-2-1: Bezafibrate [ZEDEHRBFICE DI G- LizH L) 2 2017 184
QII-2-2: Bezafibrate $#¢-5-0DY A7 ?

3. BIBREATuAR

QII-3-1: B FEAT AR GITE DI BE NI L7257 2
QII-3-2: B FEAT ARG DIV AT ?
QII-3-3: DY) TR NPHERSILTNODHDIEH DD ?

IV. &OHEDEMIRR

1. REHEFEE

QIV-1-1: Cholestyramine (% PBC .3 0 [z JERREEREIZH LD 2
QIV-1-2: HTeAZI 3L PBC BE O R JERFEIEICH 2 2
QIV-1-3: Rifampicin (% PBC B O 2 JE A 20 2

QIV-1-4: Narlfurafin |% PBC 3 0 RS FEIEICA A 2 2017 JBAfH

2. BHRIEDIBE

QIV-2-1: HFHFIEIZX T DIRED BRI 2

QIV-2-2: Bisthosphonate 54513 PBC BE& O F HEZIEIZH 0> 2

QIV-2-3: {EMY vitaminD3 BUFIR° vitaminK2 N PBC £ OF HERIEITH D 2

3. FLBMERBEDIAHE
QIV-3-1: #ifi# cevimeline & pilocarpine ¥ifigHild PBC H3E D O WERZEIEIZ A 0> 2

V. PBC B& OXiBBlI%
1. BB ZE B

QV-1-1: BEOKBBIEIIIMEFIELLT-DL0?
QV-1-2: FEROERZME T AT EEEE L8 ) ?
QV-1-3: PHEINIADHEDHIEDIZOIZHE T REZET?
QV-1-4: PBC BEORIMBIE CRICRETIT DI ?
QV-1-5: (HRZLETe BFITIIEIX IS LIZH IV w2
QV-1-6: HHIRLI=HBEDOEH THEE T REZLE?
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2. EHE~Da P ILT— T a HEH

QV-2-1: HFIBEFIE ~DFEIT R TR L) 2
QV-2-2: FFERAEIE ~Da LY LT — g TV O L) 2

VI. Frstss 21
1. AFRAE OISR, S0 R 45

QVI-1-1: TR AR L LD 2

QVI-1-2: HFERME L ANRNT R CREMHIRE I 23 B 72 57 2

QVI-1-3: PBCIZxtd DATRAE L DRSS I T D B L Ll LT )N 2
QVI-1-4: BAFEATRAE L AR REAR TR O i IS 22030 D0 2

2. Ttk EE OB

QVI-2-1: & DFIEILE DLH7RFEHREN 2

QVI-2-2: it DI AL HiEITH D02

QVI-2-3: PBCHEEZ ~DOBMAIZRFITIER T 2281300 2
QVI-2-4: PBCHEEZ D THABET HI2ODHIEIL?
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BAZETARTA L DVER (2011 FELR)

KBETARTAANL, BBEO—ENFHE, {HLER-ITIRE, IFIREEFIESS, PBC BEOBZEICHT--
TWBEATZXGELTER LTz, =BT REZRD SCROMRFEIZ OV TIE, PBC DR, A OHEDIRE, #%
BELES, PR AL E ~D 2V LRI DUV T, PubMed-MEDLINE © Clinical Trial, RCT,
Meta—Analysis, 01/1998~12/2009, “Primary biliary cirrhosis” &Z#Z LD B 44 T English SCERO %%
1To7-. FOFER, UDCA 2B A K REBRARONT, TEF L AL~UL 1b UL EOB DT T,
B2 A AR DF UL DN 7=, TRIEHKD UDCA 22O\ T, 1987 4£D Poupon @ Lancet D
LHERERNT, DT X MUHERER, AZT TV AR Thi-. FOREE, Mk FEDOSGED 7T
72K, B, HBMEETOHME T RRAL R LT HROUFELLT-OT EOR NGO, EERH
ITERITRLTE. EEEIZ, UDCA @ PBC IBHE~OEIGBHIGHTE % TIE, PBC BEOFHHREL LD
72. 2009 H-2iE, FNEEEZ 72 PBC, HDOUVNTEBMENR S SR BOBIETARTA L0, ENZE Ik
EHFlgF2 AASLD, 3 — oy \FiEsE 2 EASL KVEERINTZ. KT AR T, TNOHDOHTARTA S
EIZLRDNS, DT AL ~ULRE W, LD Inpact Facotr AEWIREZSEIZL T, T-BEOEFELE
LT TARTGAANEEAT T AFRRIINEET — L THRBEICE RAREL, 2B P RE21GT, Rk
RITEIEE 2B LT, aA M EVEELZ A Tarrr A% 5T,

PWITARTA X, RENE, IGFIEOESREINTEINNCSLET DIV ERHD. 2,31 EIILEL
EZONDN, RESBEIRANEDDIH72IHIE, BIASLGT T R&ETHS.

TET VRV OVEHER OV — RN
© TRUIHEE DR AR O T T U AL~V EHERRD 7L — R4 T AR il -7z
(BB —E A Minds(=A>X)  http://minds.jeghc.or.ip/)

Bt 5 AL~

la FTUH MEHEGERBR D AZ T F VA

1b Wipd Lt — 2 DT UK MU LG ER

2a T H WNE IR W R o b — LA D) s — MR SR (BT 6 X AFSE)
2b S NEH R ED VIR EOTL M — VB S TR — MR

3 r—RAearhmn— VRS (1 A6 EIF5E)

4 HLERTE O Ll e 8 ORI LS, sFHREEZ FED7RWFIE
5 JEBIRE, r—AY—X

6 HEMFZMEAOE R (EMFEESHRELET)
WHEROS L —R S

JL—KA : LD HILD

JL—KB : THEH D HNS

J1L—RC1 1THZLZZBELTHIVN, +0 7B 2RRILA 720
J1L—kC2 : BRI 2O T, B S
71 —KD : 1TV ISEDHND
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W2017 FBMROVERIE
B CQ DT U AEZRD LRI DUV TIE, PBC BBIEATART A (2011 #)5471% . 2011.4-2016.4 D

MR E SN TE5E D R & 7w L% PubMed-Medline & T Cochrane Library (2 CH—7—RRFE L7, CHk
FRERDFERIL, F—T —RICLME (D) 170728, TTANTINC—RAI)—=27 () ZAT o7, €
DHBEAREISRL T IRAZ)—=0 T 2TV, CQICKIT DB 4, HELLE | =7V ADOFRIDORPUL 72>
7o E705m (@) ZE N L7z,

TERRZEIZ WG 1EEMAETE REZZHL, 222457, Bk, [EEYEDRT - REE R BB
LHIRANTIE ) BECHT R T 2B 2 BRI L TaA MY B TEZ A T b Red57-, R A
RIA L, EREOHEHRE LG E IR SGET T4 D5,

TETVADBMILHRED IV —R8E
T U ADFRIEHELEEE D43 EEIY GRADE A7 AIZJIEL . Minds ( http://minds.jeghe.or.jp/)i2
BAIARTAANERRDTF51& (2014 NI -7 Cred L=,

TEFUADMRE : T T L ADRIKO RS A - A
A(R) . B(H) ., C(55) . D FEFRIZHIVY) O4BLpE TR
HELERE
1. (5 | 2. (B D 2B PE TR HL
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. DU - RRIEE

Bl
PR 3& M IEH- P RB S % DS W B YE (R 27 )
TR DORT - ARTE R B B 9 A A28 | BE
JRGEME AR PR RS 28 4 Bl
A

JEFE MR- ABAE 2% (primary biliary cholangitis, LA FPBC) 1%, J5 Al < R HEIC B O 5 R AR FE 8
TESNDEMEITIEDO ) STENFRETHD. P EELIEICH L, KEREER TR T
EMMB . BT, IR T DI L7352 203 %<, PINRIE TCHEERER 23 R B8 R |2 H B9
5. R E, JEEEME(symptomatic)PBC(sPBC) & MESE M (asymptomatic) PBC (aPBCIZ /3 ¥EEA, %
JERFEIRK, PUE, Bl E ERIRE, BEK, FPERMIE 7 E I E I S B MRIERZH 7255515,
sPBC ERES. ZIHLDIERA KL E1TaPBC LMY, MEMEO FEHAFELL BB T 2850355,
sPBCOOH2me/dILL EOEEV AV MEE 350 D% s:PBCEMETR, ZH A %2 s PBCERES.

1. g L2 AT R

JEGENE, BEMEMEA DT, Mg HE RS (ALP, v GTP) ®_EHZRD, Hihar RUTHiR
(antimitochondrial antibodies, LL FAMA) 258190%DFERF] Ttk T 5. £z, IgMD LR ZRBHHE
MEZN,

2. FHARTFRYPT L

FRER <1, P/ NRBAE O BERI IR 7o URREENRAE ) (218 MEFE L IR E A EE MRS %% (chronic
non-suppurative destructive cholangitis, LA FCNSDC) #3885, D HEITIZEEV AR I, HRiE
bZA4T, BEH-MEFEAE ~EHEREL, FlaEzEoZébds.

3. & fHE

TR SR, BHLERE, mlEMENERICHIL, S5 MEN i+ 254 IR g
GIEE RO LD D. v e—T LV JERERE, BET Y~ BYERIRIRE RS O B OB R B E S
BF22EnB5.

4. HEHIZHW
H OO PERT 2%, IR PEREALPENRE 28, 1@ MRMPET NIRRT D S, BT IR A E 72 E

2 W

WOWFT N DIZEE Y TH5HDOEPBC L2t 5.
1) #REHIZCNSDC &80, MAHT RL2SPBC L CHFELRVEOD.
2) AMA 23T, $HERFRIICIZCNSDC O FF RAZFBDIRDS, PBC IZF JELZRW (compatible) #H
L IC N R NN
3) AR IR SR ORI T2, AMA DSBEPETT, Lt BRR IS & OENS PBC E& 2 HL5HD
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OPBC OZMHTIIR TR TIHEHEBELARS (T A1)

% 1. PBC ZWrogL253H H
O MK R YD LS AT R (ALP, v -GTP @ _5-)
@  Hih=RUTHUA (AMA) BERT R (e B E E721% ELISA £I28%)
@ TR CRAIPT R (B IE IR LR E A AL 2% (CNSDC), PIZERE, NHAFTH )

@ WX I RAE MR EREE RO W EHE (B 27 ) 1 1IZH B 2Wr 11 l>TITH
(ZEF ALYV, HEIBE A).
L. IR SOND5 6
D) F#FEIIZCNSDC 789, AT LPBC ELTHJELRWED.
2) AMA SBEMET, FHERFHIIZIZCNSDC O RAFD NS, PBC 128 E L7 (compatible)
kG EZ T~ THO.
2. RSSO NGA
3) AMA DT, Lovb GRS & O 5 PBC &8 26580
Tebb, RUIRENDIHA DH>HLOQ@D2IE B ARiH A .

MEMO : $i3 b=t RU 7 itk (B33 Hi A%, ELISA #5)|

PIIha RUTHE (AMA) RIE2OEHUEREE - PBC JEFID 90%LL EICHHHEN, B E &R
VN BRI RITIET > b B BE - B I O BAE B R A R E LT M#E s BURIEDR Ve b,

ELISA #:AMA OXSHURIZRTECALFERMEE 2 E DD, M12>HM 9D 9D D i 43 |2 /3 HE
, 2055 M2 HUFEA PBC ITHREMENE V. M2 HUFIEIha YT RBICIFEEL, A2/ 7 ayk
1£I2°C 70kDa, 50kDa, 47kDa, 40kDa D4->DHE HANFEHAIN TS, ZOHT 70kDa DE A
M2 ZFEIORE 3% D, £ DOARREIIE LV U EEIK B R E S 1K (PDC:pyruvate dehydrogenase
complex) @ E2 component (PDC-E2) THAZENHLMNIZEI N TWA. 51T, 2-acid
dehydrogenase complex (ZJ& 3 D3Ik 7 I /i /K FEEESR (BCOADC-E2), A 7 L4 )Vl
KFEREFE (OGDCE)S PBC IZHFEAZ: M2 HFUADKIIGHIR THY, HWAETIE, 16k, v DL
Fa RT3 BiEHURELTZ ELISA VED A WHL TWeHiIha RUT M2 HitfkE L CTRIES LTV
T2, BENE, BiE 3 SO FEEHISHURZ S A LAz B A2 HUREL7Z ELISA {EICX5H
ENHNGITNA.
(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. @BV

@ BHDIEMT S HEFRBRB LU E Ok E 8 e E R E 2o TR B OV OB RN OER I Wi 21T
b5 (FE 2) (B F AL 1),

O ELZN (BFH, CT) CHEMBELZERICEEL TRLIENEETHEL(ZET VAL~V 1, #
BEA).

% 2. PBC D#ERIZH

1) | JEVD oM ERTRE | FFNARHD o AR SR E AT N AR - 1, TR PR L MR
B, 1gG4 BIEREALIERRAE 2%, RPN IBAE D i

PHZEVE BEIA

2) | SERE AR H AT, TR

3) | M ALP, vy -GTP LS | FPRESMERNAS, BN, HURIERE THEAE, NRIAVEAT IR E
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O BRRIR R

Q@I I REND IO AR 2 RAXEL TRV, PBC OHEREILE X DNATREENTEIET S.
HAGI L ITIER G EHIBRRDIRELHDD T, BIL CELZH T ALERDHD.

1) B8 PBC (early PBC)

JEARRC MR AL D B N BT 2 LARTND AMA XA 21, AIFEAROIRFL bbb E-> T
HIEMBIEINTEY, B8] PBC EFREILTWD. BRI SLE ST, IR E1T.

2) H O MAR% % (Autoimmune cholangitis, Autoimmune cholangiopathy: AIC)

FRIRAYIZIE PBC D& ZL7R7050 AMA T2, SUEHUA (ANA) 23 iz 4 2R RBICATL, 1987 4F
|Z Brunner & Klinge * 12 J> T FJIZ Immunocholangitis LV W) A B CHEE SN =, FDZREIREDIFRREIZSTL,

autoimmune cholangiopathy™®, primary autoimmune cholangitis, autoimmune cholangitis £ D4 R CTHEE ST

7=, BUETIX PBC OMRIET5E 2 3 —% i Tdhs. UDCA OZhENRHRLNRNGENT, B RE A
TaAROE 58RI 5

3) AMA &t PBC

AMA [ZF2PETHLD3, MiEAT L CIRIED RS S B3 i, TFEME T PBC I B 355
NHEEILPBC L2 iE&h 5. PBC O Wi 2 SNIIEFIDHIHH 10%% AMA et Tho. AMA (FfartT
BN, B ESSE T I b= RUTHURICESE L TOb eSS, PBC B & RIARIZ kL5,

4)PBC-AIH A —/\—Zv 7 EERFTFATL PBC)

PBC OFRk7RREE LT, AFRDIFRREZIFEEFD ALT Nz £ 42 ARENR DS, IR E AT A
ROFE 52X ALT OUEN R TE 5720, PBC OFEAITILH57Y, PBC OMAF|I LI ZXBIL C2Wr1 2
VEENHD.

3. B A OHEOHE

% (T~8 E) DIEFNTIFH I O BHE O RIS, TEREO ETEE VIR I 5. JEFEME PBC
LIRIEN DRI HE R 2L, 2 DIEGEAELS. PBC OFEREIL, 1) JBI W ES<ER:, DATREE
JFREZE B L OENDICHEET 2 HE, LD )E RE HDLWITAOFLIZho B O BRI SR
23T TEZBND (R 3).

AR D SN IS SRR IAE IR0 TH D, IR - Rk 358, B0, I8 B EICFE
IR EE AN, BHRRIE LD ERAEE TN BT 5. £, B B E RS O IEZE IO RE DS HY
Bl9%. PBC 13D IR I DA AL g UC, FINRE TR I I E ST G HBLILC T, i
D HOCRERBOEIEL T, v =— L IEGRE, BIEFIRIRE, BEEIVY~FOE0RZ V. &0l
7o B MR B ER M ICH T, PBC A MRITIEEfE TR CTEETDIELL 2. FRITAFTS
I EASNDIEFLH D280, AOHEDIIRIZEE THA.

# 3. PBC DJEME, AHHE
PBC DJEEE & PHE

1) Mtk D) AEVFH > S ABHE
2) BHEER ~H HLERIE
3) M-I ISR « T I ILE

2 JEREEE (R SE 5~ REE 1) 2) FFREE - 2RI S<APHE

< EH - PRI TCHEAE (Aol R AR | o)
4) RS A H D SER - 0 fa ges

< M- T i (B 3E E R A 2L <K

R « FHEPH I

R E 3) S EH, Mo A B RE R EOA O
5) SR, ALt B SRR L — LU EfERE
FSIER -~

REMRIEERE, 728 BVERRIRE (BAIR), 7oL
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4. WHEZ

1) PBC OJREFT R,
O B OB/ 2 K4 FNAREIRE S PBC OEAMIAFRERZE THY, FF/NEIARE 35&IRIIZ,
HITHICHHEINS. TR, B TAHNIEH S BRI AHEL, MRS, Bikl,
RRHEME FREE D2 IR BNICTE RS LB,

A B —T 2 AARFRDFE 2 DRI L DIER TH DO, PBC OEFERIEGE L TWD, 2z
RESEL L CAT MR 2 - BEAE, ATRRHEL SN D, T LT, RIS ot LOWF RO BRIk =2 k0, AT
HERREEFE DI TL, HEATIHEO PRI/ NEN TR L, T LTI ~LEIR T 565 2605,

OREERE :PBC OREAZZIEEREX, FFN/IIEE, R/ NEREE IC A8 IE LIBMERL
BEM B %S %% (chronic non—suppurative destructive cholangitis; CNSDC)&HEITHED B EHELETHS. FEHEE
LRI ARSI ICULIELIE OIS, RZEEZ RS EEITNEEEEE AT IN,
PBC (ZR2ErlfEAS E V.

CNSDC CIZ, FEENREJE P& EDY /K, TE MR O, BE EREENIZ) L RERDR A
DHHND. CNSDC DFEELE O FRITFBIEIZIERL, WhwA Mot R bhs. 77,
CNSDC EETIEF 272005, BRI CREE DR MEIRE R-ORIERT RITZ LODIBE ER O~ DOFEEFESD
LIFUIE A5, AR, FIRIRN CIRAE LpEE L QOB IFEN R 2 S MBI 82 3D L H e I B
RS2, RIS TEEBITIEE AL O/NER A IR DI T 5.

O EERE :PBC OFI#TIL, FEEIZEEDOIFERMBFREEIERAOND. REIZAF—T
TARFFREEIFFRMEDIRE L BYEICRR T BRI AL IR 5.

NRD S FEZE AL X AR AT P o0 R A Al 3 « DA T R DS A T L7 fE SR E L CTAE L, FEERLAOFM AR 5 A=
SRRSO LA BRI O LA, IR 42, FFREIE O JEAR IR O BE K (cholate stasis), ~mU—{K, #Ek
ZEMEDNFEAE L, MR PETRHERE 36 KL OB H-MEATRE 28 ~ IR 5%, F7-, FIIRIEJE L ES zone 1 O FFHIED
/NEE (small cell dysplasia (ZXEEL) HULIZLIZADHIL, PBC ORBWHIENLD. ZILEFRIFFZ, PBC DZLD
JEFIT, A5 —T 2 A AFRSCHF/INER IR E D H 5 VEF R IR DIEVEIS BT RO L3 H
B, EATHEDO TR LSO ZE ~DHE R |2 B 5%,

2) MR FEHYR I 508
OPBC OHARFZHIREA 43 ¥EIT1X Nakanuma HO43EENHERINA.

PBC TIIFNOENLIC LR ARG N BB LN b N TG, D1, It cld 7
7T —DORIENF ICOETEE, WIS TET- Scheuer 4338, Ludwig 43I K2R B 5 EHICIZIR
RBD5. ZDTD, IHEDORYE) =72 ARl Lo Vo TV 7 2T —% i/ NRICT2I0C TRENZFH B
[ZEDHT LV HE (2009 4F) (3R 4,5,6) 2 2L END.

# 4. PBC O#ARRHHA

1#;Stage 1(S1) (no progression)

2H; Stage 2(S2) (mild progression)
3#; Stage 3(S3) (moderate progression)
437 ; Stage 4(S4) (advanced progression)

FEEATH; SIS DI PRI IR )Ry, BT, TP BE S T IR B, R BEXEATH TR AL,
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Zz 5. PBC DOMRFEHRESIE (P4 5, 2006,

77**5%5&::@&,2010)

#z 5-1 PBC RRIR Il D= DRRIRE LR T

A. BRHEAL Score ECSRTERS Score
PRI C D BHEAL 23 22 A, B B U TR s s
75 P 56 1 2 ) 0 |REWKRELY 0
FH R & B D SR MEAL . B D WITRE 27
HEVERR B2 & £ 5 PTIR S ARHE L L [1/3L0F O MRS TR i 5k % 2 % 1
T2 O/NEREE OB R B O BB TERMEL | 2 [1/3-2/3 o PRI TR R E 4 D 2
TR RSB & B OB % bk D IR ZE 3 |2/3 LA boo PRIE CRLE Tk & 2 3

& 5-2 MHEL(A) LR HRB)RT T DEFHI L DR H 2B (Staging)

A BRHMEAE. B A H &

Stage &2 a7 DA
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-2
Stage 3 (moderate progression) 3-4
Stage 4 (advanced progression) 5-6

XAN AL RBERHIREIT C. AN AL BRI E OB ERIMITINZ 5.

% 5-3 A A Y ta DI E N A TR B2 Wi (Staging)

PR DL & A D

C. At A IRk UL 5 Score
R P ECRE D UL S 72 L 0
1/3LLF oM ARIER o JE 3 F A RE (D30 1 I
W PE ORI D UL A& & 7 5
1/3-2/3 ORIk o JE Dl (i ofz )
) IZBETEERI DR B 2D
2/3LL Lo MRSk o JEO R (230 2B 5

Stage

A BRI, BB TE K.
C. At A v M EER E
HEAaT7TDOAF

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 DERRIE R SDOIEENE
# 8-1 MHEFERDOIEEE Cholangitis activities (CA)

REAE 23720 HAOVTIRE DR b7 [EE L 15 CAQ (no activity)

BT Tl DD ARE 72 18 MR R & 1T I 2% CALl (mild activity)
BEClI DD MRIEIENRE KA 2 DT bL EIZ A5 CA2 (moderate activity)
CNSDC %D 72K EB LTI AD CA3 (marked activity)

3% 6-2 FFROIEEE Hepatitis activities (HA)

A B—T 2 ARRFRDIIZUN, NER T, 17K HAO (no activity)

A B =T = AANTRD 1/3 LA T OF I od J& 32 J 5 i HA1 (mild activity)

(10 fELL P IcALND. BEE~PEED/NERE D

A B —T A ZFRD 2/3 LI PRk JE 32 A I HA2 (moderate activity)

(10 AFI#) ([CHDID. B~ EO/NERE D
4L E DO PRI DL < D JE D RIS A v X — T = A AT HA3 (marked activity)
RuhD., PEE~FEO/NER, HOOITEERENE, miko
R SE A 7%

(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 )
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MEMO : PBC Dy5EE AT REMBR RIS |

CPBC OIEBIE - RS
1) Scheuer 4348 : PBC (ZRHEAO7 AT RHAE IR A & 21 ~ 4 S LT,

131;CNSDC, 28; JEEAOMMALE BE A4, S BRiE(l, HHE, 48 P A8 1.

2) Ludwig 7338 : 1BMHEFROBEEHHI 2 FEICE AN TS,

181 ; PRI D4 JE (Portal hepatitis) , 28] : 1> % —7 = A4 (Periportal hepatitis),

SH; BRHEVERREERZ AR, ZRAGMEHESE Septal (Bridging) fibrosis), 48 ; IF6% 25 #](Cirrhosis).

3) Nakanuma HD43¥E : PBC TIEFWNOERNLIC LOIFEAMRE S BB N BTG, D
720, AR TII Y TV 72T —ORIENFIC XL, KoEIX, IHEELFEY O
I AT PBC OFTLWVEH - TEENE SFE THD.

Scheuer DHARRFZHIR /¥ (Scheuer PJ , 1967)

I H Florid bile | JEA B FHIZIXV >/ 2R, B M, FREERORBRALIL, HE
duct lesion ERITIERL, RER LR, FERMEZHE 3. B HE R,
IR OW &, B8 OBESRNALND. £z, WIEMEFRD,
RS 72 AT R 295 (florid bile duct lesion) .
11 # Ductular AR ISR, /R DAL R D,
proliferation
A Scarring, FHARIED NS DFREHEDHE RN ZRO HNS. piecemeal necrosis &R
septal fibrosis | HILHIHIT/RD.
and bridging
IV Cirrhosis JH S 22 ]

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

Ludwig O#HRRZAIR 5 FE (Ludwig et al, 1978)

[#] | Portal PRI VY 7R ER DAL, AF HER, A B BR 55 0D 2 i il i D= 2
hepatitis HHD. INERIBE ERZICIE, IRE DM -G, S-m3E
NEBOHGI, florid duct lesion EWVHRFEHIZRFT A 295, AFsE
BOEACIIIRD, Ho THEETHD.
11 Periportal RAEMIPLIZ BN LS SITHETR L, RAEAT RATPIARE D OFEE £ T
hepatitis K S IEIXIER, BB EROMAEEREDD. WEFEEZESTE
BRATAIFIEOICEBEEIZALNAIINIRD.
T Septal Stage 2 DOFF LIRS 203, FIARIED D DRRHEDHE G AR I
(bridging) 705, AZEREZ MO ILAE S AT RIZ e LA 9228, THAE TH 130
fibrosis T,
IV E] Cirrhosis RB - M A 28 0 BT R K #8059 72 garland—shaped regenerative
nodules EHRHEMERREEDS A HAD. 15 D ductopenia [FEAZE &7
2. PIZEREZRPED IR BT AL, PRI T I IRE E D
Pz 2355912725,

(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).
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5. WEIZWr
1) BRI 5348
OPBC OEKIRHIIAFEEICE S B REIEROF &I X > THESE M PBC (aPBC) LIEEM: PBC (sPBC)
2553, sPBC 1X&EBIZ, MFEE UL AEN 2.0mg/dl RKi?D siPBC & 2.0mg/dl LA EOFEEVLE
MfEE 295 s2PBC IZHiT BB (R 7).

% 7. PBC OEERBRH
HEE A PBC (aPBC) :JH I E I EE-S< B R E K A K <
JEMENE PBC (sPBC) :AFFEE I S AR AERZH L,
siIPBC #EULEAH 2.0mg/dl AR DH D
s2PBC #EVULE HE 2.0mg/dl LA EDHD
* R E IS BRI P, R, &E H IR, 1EK, TFEREe s

aPBC I3FEHEITHIC T #1), sPBC I3HEA/THI (56 s1PBC 13 FE B AT I ), soPBC 1 B IH AT 11 (LH)
LI T ZEINTES.
2) FHRRFHIRE
ATTETPBC DA &2 B

6. EIEED

OPBC IFIEHITEARICRERL, AMEEIX RISV CERICIFFIRRENMEENS. 20, EEEIIE
Bt PBC ICERELEBAICEHMEiSH, MELYAE A (Bi) % PBC FITEIELT Child-Pugh 4y¥E7S
FAuvbns (#8).

# 8. PBC 0EEE D
1) #EE {4 PBC (aPBC)
2) JEfEME PBC (sPBC)  (PBC A Child-Pugh 43y¥E?iiE H)
PBC M Child-Pugh 43¥f

Grade A: 5~6 &

Score 1 2 3
Bil (mg/dI) 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
fE K 7L L35S S
JibdiE 7L Gradel~2 Grade 3~4

Grade B: 7~9 /& Grade C: 10~15 &

7. WP

OPBC DERBIIREBHREITE, PARETTEELTE, HERFAER 03B ZHEINS.

#9. PBC OREBNHH I n
N B ER R A
1) FEARTEITR R S
2) PRI TCEESE e T v s R p
3) FEIHAFA 2 e | 2 . .
’ e e
- R 5 ;i i
| | S ’
X 1. PBC @ B AEB e
s
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PBC D134 NIZEoTRARLD, REGIT TR SN D (9, M 1), ZIFRWHIMOEE
T2 TR 2 (ST 37208 RRARIEITTY) , B4 2 22 L7 B H s 23 FLige 9 B4 B
B (FIRFE TCERERY) & RN a2 21, PR RIZELRES] GHIERFA2M) RNAbDd. FFAASRT
B EEDIEBNZ A DN DA 23805,

MEMO: iz baATHifk, Bt gp210 Hifkd PBC @ PBC DAEM T4 |

PBC TIFHIIR= RUTHUADIZA, BIEHCH B AT Hifk, Sk (bt gp210 Hifk) , #t
multiple nuclear dot HTfA (FT sp100 HLik) FELHFEOHUETUAD BEIEL T 5.

P MaEATHE: K 20~30%D PBC JEBNC 72D, BtEGIZTe L A4 M THITIVDS, ]
S ELLARTIC PR TCHEE 2 2§ D IE S @ BRI L 3D 2 e RS TS,

YL gp210 Pk AL 3 D OEDTHD gp210 B AIIxIT 5 H CHR THS. PBC D
H 20~30%DAEFITREME(LL, B ABFF RAMED B (FF BT 100%) . PT gp210 HifkiE PBC D
RO FREF LU THH THLZEDRERORE TRSILTWD. T gp210 HUIRBGHEIEFIE,
AFRERR IS CRaMEREB & B X T interface hepatitis DOFEEE DN FRLS, BB T AT UDCA 12 LA TERE
BH Pt gp210 FrRMERRe M OIEFNIX TH LA R THHZEN RS, L, FREEMIZS
NTEOTRONTAFFERERI TOHHE FTRETH .

(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. ] 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.)

OMFREY LY

FHTFHETFEL UIRLEERRE T+ THA.

Mayo DT Tz (Updated i) TI%, Eilin, MiEE VALY, TV T A, Tabar v U meR, {75E-
JEKRDE B, FRIEDOA WS, B AN SAFFE S TIERSLZ Logistic &7 /L ClEIMIERE Y LE
fE (T. Bil), GOT/GPT kA3, %72, MELD Score TIXIMLIEZL T F =4l, BEVULE A, 7 ahor e Fif
FHEARR AL CGEHERICBO AN TS, dl L THEEARR I MEREVLE AL THD.

MIGFIMIFE Y LE AEDS 2.0mg/dl 1IZ72584) 10 4, 3.0mg/dl 12725 54) 5 4, 6.0mg/dl LA EiZ7e5d
¥ 2 ELL FORMTHALIND. MIEREVLE LN 6.0mg/dl LLEIZ/eALIFRBENE SN,

{Mayo Clinic D7 FHIE
PBC ¥ FHNICHFHIZfE FHE T V5. Updated RRASFIRR® Natural History Model k05 F1%
ZTRTHITIENA TS,

IMEMO: The Updated Natural History Model for PBC |
i, LYY, TIVTIUAE, T abas e R, ZEO A, FIREDOH 8155 T

TR THS.
R=0.051(age)+ 1.209 loge(bilirubin)-3.304 loge(albumin) +2.754loge (prothrombintime ) +0.675
loge(edema)

edema: 0=no edema without diuretics, 0.5=edema without diuretics therapy or edema resolved with

diuretic therapy, 1=edema despite diuretic therapy

R—DbX— EC 24 3 A% ECTOAEGFERPBERFICH R FTRETHD
(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 B AR BREISFFES TER S Lz BRE

Logistic EIRIZENELNTZRLV60 A RO THERLHEL T, TOMED 50%LL_EDEHF % AR
9%,

HARIZI T DIMSEITF RIS Z B0 PBC OBAEGEINEE TIE, A ARFBMEE IS TIER S
7= Logistic ET /WX ->TRERIHENTZ16 5 H O THER]) DS 50%LL T2 7= L& R ARG 0w i iR &
SILTWA.

MEMO: A AFBEREGHES O T% TR

Logistic MR ZEELNZEIRREIV6 4 H B O TEHRZHEL T, TOMED 50% L EDEFIZ
BAEISET 5. 65 A RO THERORD HITET LEEZRDD.

A =—4.333+1.2739 X loge (T. Bil i) +4.4880 Xloge (GOT/GPT)
D A% Logistic [RIRZ=UTRANTS.
64 HBRDOIETCHERE®%)= 1/(1+e-1) X100

¥, HEARMERE - BEIOE, BmEORERRY, HELBEAEEPLESICWODIESNIXZ DS
.
ORIEH, FEASDL 7. JFSPERR A PR S 1231 DB @), In: TH I SCHA, fRiE. AP
FEYE: [ERREFE MR 1991; 13-25.)

< MELD (model for endstage liver disease) 27
KEFAREICHOWONS.
RKHAFF AR 2O EREE OFEMIZIX Model for End—Stage Liver Disease (MELD) Score 73V 5H315. MELD

Score [FHFEIEGHENDIVUTRMELRY, AN OE OHEICOEE S DESN5. IFEIEGRE O FE AT
(BB 2R E T DT ENEELL.

|MEMO:MELD (model for endstage liver disease)X:l'7|
MIEZL T F =, MEVLEUE, Fakas B U INR Hlc k> CEHEENS.
MELD Score = (0.957 * In(Serum Cr) + 0.378 * In(Serum Bilirubin) + 1.120 * In(INR) + 0.643 ) * 10 %
W OLEE, 7VT F= 0N BEIRIIC 4.0mg/dl EATI SIS,
5L score fE2S 25 LA LA, BATFBMOMEIGET2HENHD.
Mayo Clinic DA&R—L_R—JICTCEEA[RETHS
(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.)

-163-



I. ek BEEH

1. BAH#

OHUE, UDCA BE—BIRETHD. #ATUIERFITIX, FFBHEAME—DRMFELRS.
RIERITEREIIHESL S QW BIE, vy T 4% a— LEg (ursodeoxycholic acid; UDCA) d

PBC BN Zh R RSV —BIIKCTHEN, #1TL7- PBC TIIRBEOHEREE IEDDHZ LI THEL.

TBPR T EN 2L, DT T IVUIIFRBALME — DI B L0 D . B O Mg A&, i -0, A

TRZS (B L CAEUDIERE, BOHEICHL CO TP - 16BN LIETHS.

2. BERE
O%< (70~80%) D BRE IIFFEEITIZZE > TV,

BT RIS+ 220N TEDH I/, £72 UDCA R AZESE RN ELH DI LD, BIEZK
ENTNDHLL(T0~80%) D BFIIIHFBHEIIZE > TRV, BAEfENE PBC O BE 1L, MEEMEICEEFS
MR T 1213 —RE S DB, SEREEM: PBC CTIE B & AIE IS OHIFRIT 22\ . JEMEME PBC TILE
M5, S H%EI0IDEDHE, FFPIAEIS U AR S, SR fRENNE LS,

3. EMiak

@UDCA P RIERER DK TER DA TRL, MOUE, HEH LT ETOHBOERE R 1IEEH D
S MEZEERRBR TRREN TV (ZEF VAL~ L 1a, HEREE A).

@UDCA L, @% —H 600mg BNEE-INS. ZIERPEVESII900me (T E TES (ZET v AL )L 2a,
HELREE B).

OUDCA 8 52% 555 o2 AL Z2RIER LI ELN T, ZHRHITE score IZXVEMTHBEEF
TRVWEFEESNBEFIZH L TiE Fibrate BIRI(RYPFI7475—8, 7= /747 F5—NEAEZBEIL ThiEWn
(HESREE: 2, TEF U ADIRE C) 2017 B84

1)UV A% a— U lig(ursodeoxycholic acid; UDCA)

1 H 600mg OFG-PIEEAELI L, RN DIRNGE1E 900mg F T & TES.
2) YT 4T T — K (ARPh—L®)

EHEBEIE 72 UDCA MBI RLC1 H 400mg 2MFH#E G5, 72720, BifE, XY 747 7—NIE
JIE IMAE FBE (2R L CTHWAZ LN TEAH A PBC 12X AR A T D (Bl E 23 L CfE AT .
3) L R=yrm

HBH D PBC 12k DRI FEAT AR OG-, WREOUGEIZIZEL T, FHIHRZOTFELMEICE
W B HREZ IR ARIEA N REICH TLADT, AR LEIN T, PBC-AIH A4 —/—Fy
T REERE TR T ADMELL THAL A X, BIRREATaA RN & GEN5. 72120, IFRIERDZELL
7cBH UDCA HEI0EX 52 L EEND.

4. FFFERIZBITDIEHE
1. PBC 24 B 155%
1) JEfEME PBC

N T A F T a— ) VEER(UDCA)DAH IWEIFEER DT Lt iEER (RCT) THERBIILTERY, 3R
HEXNTND (BT VALl 1a, #RE A). #581T, BCKTIIATARTA THIRE kg H720 13~
156mg/ H OG0 HELESLTODDS, s E T3l s, AN 1 H 600mg & 3 [EINZ A EIRR O #5795, 7ok,
Hfin, TERICEIVE BT 5. BT 25560 1 B KT 5 &EIF900mg &35, BE, 533 THREGT 573,
31, 32 TCTHRIRIIEDLINESINTEY, 1 HELLT 600mg UL EERGEINAZENEETHD. FEH
TIThziERRER T, HA AN PBC (12 UDCA600mg/ H % 48~132 M REI# 5 UIFRSRELERN RO
PIBMTONTRER, [ I L EOSERIT 81.8% (27/33 i) Tho7=Zlmb, (KEIZH) BT, 600mg
DEARER 2 BB LSN TS, (T VAL 23, #EIBEE B). UDCA IR AL T — #7121 Tldre
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< B OBGEEEZH =61, B/ LT ETOR AR T LIRS EOILTNDD, i
Fr, BENE IR DERNRITHENI2NESI TN, FEMBRAIZ IR AE DS LI L 725 (BT VAL L
1, #4EEE B).

UDCA TEHENELNRWEAIE, QUDCA600mg D% 5 ToHhiLiE 900mg (ZH &L AIRETH 5. &)
ZIVTHENRB A5 E00E, IEERBTRF B THD Bezafibrate OFFHZMFIL Th &, RIS
FVMEACFRAERE REER) OUEN R SND, L LA LEMF#UEICBEL TRz ze T
AZZ LW, BIER EL T, Bezafibrate 3 Fenofibrate &R BARIE 2N A2 541, FFIZ Fenofibrate TIXATRE
EORBBE B, 1 B FRGEIXBRERE [ # 5Ti 400mg (] <Y 'h—/L SR®, —[A] 200mg, 1 H 2 [A])
To5. {fHL Bezafibrate, Fenofibrate &2, JFE &5 IE IR U CIILRERE)S 3 H D05, PBC 123 L CldiE
IRV, @ALT NEE T A%, PBC-AIH A — 3 —Z v FJEBEREOZ W MG O AVUZEIB R E AT
oA REZET 5.

2) #ESE M PBC

PBC ORZMiHEELI=Z<EED ALP O _EHOBE T L THEREEZBE T XENENIT OV TETE
T U AT, B RIELIL TRV, WO h UDCA ZESICER G T _XETHHETH5 2
FbdnH—7, BEO/HEEEREBIODRW e NELEWERDZLEEZ HEHDFREDL ~IUTET D
FTITRIEZ A TIVDTIF RN TDIEZFLHD. HARTALTIE, ALP BN—EDL YL (EH LR
D 1.5 ) BB TODEFITITESITR 52880, 2L FOBE TIEs-40 A IZ1 EAFEEZHIEL
JHSE SREEE N Z DL~ LT L TR GATHIZEHER SN TS (ZE TV ALY 6, HESREE C1).
F7z, AST, ALT 23EFEE 2T DRERIIFREDOZLD FTREM N HVETIE TH L ENHERIENAD T,
BB IR DN DI T UDCA O EZBIIEL - LW s.

3) B PBC

MIEAALF DR E RN TORWEFITHY, IBRITLE L. 1~2 FEIC1EORERBIZ41T9. PBC
DIFR RIS, IBRARBIZRTEEIENERISNDE, ZORY CHIEALZ P TAZENTEXLIIINTREDG
ARV,

4) HCHZEMHREE X (Autoimmune cholangitis, Autoimmune cholangiopathy: AIC)
UDCA OZWRNHLNIRNG AL, B R EATOAROEGENENTH, TV R=y a3l , ek
BRIEDBEPEClE UDCA IV D LM ELL .

5) AMA &% PBC
RF#EAR DI ELZ T C PBC ORZWrHGHEE L7=5 PBC #AUFI L [RAR I 3L 95,

6) PBC-AIH A —/\—Fy 7 EHEREDIER

O@AIH DIREE BfHHRFD PBC-AIH A —/\—J v et (ZWEESR) L28r&h, [ 10. PBC-AIH
A —N—F IEGRE — AT A N E D72 O Eies | 23 2 31U, A7 uARIBROBEILLZWSh,
BB EATufROFRERHIEIND (ZE TV AL~YL 2b, HEIEE B).

OF RIERNLE{LLIZD UDCA EMEIVBRZ A2 ENREENS (ZETFT VAL~ 3, #EIEE C1).
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% 10. PBC-AIH A —/N\—FyFfEERE — AT AN 5D 02 Wriaét
JE 5778 TEEIETED T - BB 7 BRI B9 2 A HF 22 BE (2011 &)

PBC-AIH A — /= 7 JEBERELEE 2 ONDIER DO H | LLF O 218 B % [RIRF I 2 72 3 EFIZ
LTI, WV T AR a— LRIz CRIB R EAT AR AT uA ROk 542475,

JE5548 D2 ELUE (TR 22 4R EERR) (2 XD PBC L2 S HiE .
2) IAIHG @ simplified criteria(2008)IZ Y probable/definite AIH SFZ2WrSHVARER. 7272L . 9/
H(Liver histologyIZBIL Tid, I HIZED PBC 6 #1453 FH(2009) D e A= 7 (HA) & IV, T
KAT 0-1(HA 0-1)% 0 point. fF&A2T 2(HA2)% 1 point, fFF& A7 3(HA3)% 2 point &
LCRHET 5.
(FEBHIZED PBC IR FIZEDOHES RDZL)

MEMO: AIH [R5 Y (1 55 K0 (2008)

Simplified diagnostic criteria for autoimmune hepatitis

Variable Cutoff Points

ANA or SMA = 1:40 1

ANA or SMA = 1:80 2

or LKM = 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 = 6: probable AIH

= 7: 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. FFm
@ o MEFEE~LERB LG AT, DITPARIBR CRIDEREMZ AT LN TERIRET
B, FFBHERME—DRMIELRS (T AL~UL1, HEEREE B).

BEUNLE AEAORHGN LSRN BRONDIER], A58 U EETAVE M B KO PERMIE /2 £ N A BHD
JEWEME PBC, il H BRI A0 IK 3 REF, FEREFENTRSE LV QOL DR FAFBDHIEFNZITH
FENRBESND. 72720, BMIERBAE D72 WBE, R CTITONDZEN BT, HETHARIGHE S
ZFBNHEFIRBZR.

J R S R O P8 1, Mayo (updated) &7 V<0 H AT RARE G222 DOF T A HOBIL TV,
UDCA O B PBC DA THENMERE L T (i P2 OTES M) .

OBHEE OB

PRI A B G- L, It & 0HE, MG, B8, I EL, %85, Btk D PBC O
127 T 7 MERE AR 2O BEERFINOOESTHS. BMAEOREFEMMRIZH TS 5 FFRFIL 0~33%ES
TN,
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6. JEMR - & PHEDR R
@NEVtooi, B0FT 2 CAaBEERR, FFEE - FEEICHEIERENEL, ZhoDREMR - & HED TR,
SHLBLELRS (TE TV RAL~YL1, #EIREE A).
1) BB REEE

AJENTIH R A7 ERETHY, HIEN BT D LURTORICH B2, Mg BN IR A e
ARDOEMATRE E L THERI S TDDS, IO IR A ThD. B P LR ICHES 20
%<, FFREE ST T DI TR T D513\,

OB 1TV AF T (AL AFIR), FIEAZIVEBHOBLIND. AL AF TV (Al AFIR) &
HOBRX, vV EGORIZIC 2~4 BEREIZEITHZEREELL .

FNTTT7420% PBC ZE TR MR B LED B G REFEIE (2R L TR IS DO 8D HT LW IEFERITH D
(JEIREE: 2, TEFURAOME C) 2017 B4,

2) B HRRIE

AR R D 53 WM T IZ KD IRIATEE # OWIN BRI X, FFICAE DS 4R LARE O BARR % D & 1224,
BHERIED B UFRNEND, SIS NELSNS.

F4 DA77 A (1000-1200mg/ H ) BL 8 Vitamin D (Fa0% /86 C B E) OB L (A B A fiE s )3
HEESH, 20 ECERANGRENBIAEND. FHILL L, BAT 4+ A7 41— MUK, [HPER vitaminD3 #
FIXe vitaminK2 HLEI23 VB,

) IREEFIE

JEVFS WD EmalL AT a— VIEAZ R L0, BRET RS LT, BRISE P IR I 25 A E S b
%. PBCIZFEOREE B8 SE | R SL 2R TR IR T2 S, Y7 477 — NI PBC 12k 9 2% D [RIEH G T
5.

4) FL AR RRE

T — TV AEEREDO A PHIZ W ED D, SS-A FLE, SS-B HUADRIES, AENOADHEDT =
7, DBERBRELMLENS U CEMLZET2155.

IRIERIZX LTI TR EZET A, ZIERD O WIGEITe e e R, Wi~ AU 3
IREHEDOFFEOHETHWA., OPERICHT L T ET N THEGR AR T, RN 7‘% I N
e, M A& WD,

7. BIREE
OFLREH 2 EHNICHIEL, §F3%2RERITE, AOHED T, FMIRESLEESCHESZOAHED R
HOBRHZLBTEE 1) (2T ALV 3, HEEREE B).

# 11. PBC BEFORBBIEZEHE (W NHHEHITSC TEIEZRMIRIZR25)
1) PBC OR8N - 1T D FFAM
O IR (Alb, T.Bil, AST, ALT, ALP, v -GTP, PT)

3~6 % H
2) A PHAE D FEAfh
@ FURIRHEBE(TSH) 1 -1
@ B ERHE 2~4 4
@ EEEALE NEER A 1~2 F45
© MEEEEE A S AFP JIE 12 % A 5, IFZE Tl 3~6 » A 8

HESEMEAE PBC IXEEEMENE PBC ITE EAMRVILTHRIZR VDY, 10 FEORIE T 25% TIEMNE~BITT 2.
MEREEHEANEF D 1.5 (55825, HBUNL ALT EAFLE I ThUE UDCA 28595, 25 THI)
X, 3~4 5 Al —FEoRBEIZR| _fﬂﬁiﬁﬁ%%ﬁ“ﬁ‘%fﬁ@ 1.5 &2 55 THIVULBIMAT 5. T5E)
M, AT O FAMIC I AEE SR EESE (ALP, v -GTP) &4:10, MiEHREVLE AENEE THD.
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JEWEME PBC I, RS oW BRI, B HRRIESEO G OHER RN EEILRD, v —T L
SEMERE, 1B MHEFRIRCRET Y ~F, ZOtho A QB REEZ S LT VO T, IFFEREMRA (3 » DD
6 » H ) LEHIZ, FIRIRSVEY (M), BEERE (2~4 4£148) 2179, £z, HENSHBL e THRIE
B EIRE S HBLL OB ATRENEN B 2D T, JRHNTIS U TEBIH (FEIC 1~2 ) O _LERNARSE R A S L3
Too. FHEDOHFLE, bLUTRDLNDGAE, B E I RAEL AFP OJE (6~12 » A ). &0FLz
fthod B 50 MEIR BA~DRIRLZ N NOERBITINC TIT). FHERAEDOREVAZL, A, &FEEm, B
PERE LS TWA. EITUZIER T, PO AEZ STEICBE, B~ — T —0OHIELE#BRE (=
—, CT) MLETHD.

8. EfE~DREITDFZAI Y
@ E 70 B CTE R B MBS A IR EMEICHRTAZENEELV (R 12) (BT AL~L
6, HELEEE B).

# 12. EE~OMHRIHRIND X
1) OIOZWOMEE, FHIIEERF O Z W LOYRERR, mAZ2H
2) REFFETOUIE
3)  UDCA O%hH (ALP, v -GTP DAL F) A +457e X (8B 5B LA B FE—141%)
4)  JEMEME PBC (2o T3 A X DR R C—
5) FEULE AEN Smg/dl L EAE R LTS

(B AEZ B UMM E ISR T 5. BE B IO OT-DIH, Rz L 72 Wit

VETHD. )
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B PBC 2Mr, 18R FEHEEDT-H D FIE

PBC 2ZWr, IR GF#HIRED-HDT7a——h
M& AT LT ALP, 5 -GTP @ 5-

g
Fis hay RUTHER (WA Bk

O MR EDOERS
@ mig2ir (USs, C1)

=[ENGHT, PAZEMETRIE DR
©@  OiFEmR)

27 : PBC

BHE OIFRREILE

fEfe (FEFE, WY, PINREJTCEERTR)

ENSEANZN

BOHE (2 =—27 VU EMRE, AR, BA
Vo~F, oA CRZERER)

v 2w (BIELEE, r/o FFiE)

FETHCE NGRS (REE FE)

iE B

& B

|

= &
G

R
(LA
i/

TRt E
(DPBC IZkt LT
QFERITH LT
@B PHEICR LT
Ot
kBHEA~2 L N O 2

I BIER D
JHFHERE
JER (BRI, MEEUR, HH)
HORIREREE, B aPUR, IRE
BERE
BB H FRARE
fiFE  (HCe, ccc)
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B PBC 2ZWr, 2R FHIREDD DY~ — —h

BEARET —¥

EA

PRI, . ARl %

T.Bil mg/dl, ALP IU/L, y-GTP IU/L

AMA (B (% (F)), F2tE HAAZ (ELISA))

EEE’
iy

Alb__ g/dl, AST___1U/L, ALT____IU/L, PT %, (INR)

FUZHUR (BRI, 1), Drles ba A7 Gk (B, 1), ft gp210 Fiik (B, 1

)

BHHE

T.Chol mg/dl, free T4 wg/dl, TSH v U/ml

Pt SS-A HUiR (fatk, Bth), $L SS-B i (1%, B5PE), RE (1, A1),

PL TPO Hulhs (B, Brk),

AFP ng/dl, PIVKATI mAU/ml, CEA ng/ml

E &

PLRETEPE, ERR, B oo, B RURE

PUH, FIEEIOR, VR IEK,  FTRE,  ME

ROBEERE,  PASE, FIRBRBEREIR TR

B2

PAZEMERZIT (L, &), RFTMERZA (2L, &)

INERS

MeFE, compatible, HEH

KL IH

25
Wz

b

PBC

T3, e PBC-AIH Overlap JEFEE

HE AR

aPBC, s1PBC, s2PBC

ARSI 2

I #, I #A, IMHA,  IVHA (Nakanuma, Scheuer)

HEE

Child-Pugh(PBC) Score( ), Grade A, B, C

T
ek

Mayo UAZ A7 (R)( ), MELD Z=77( )
1) FEARAEITAL,  2) PRI CHERL, 3) A4

E &

PRI (BERE, AL, M), HOMRER (BREE, PRI, )
R (B, T, SE)

& b iE

o H RO (B, T, m), K, 5, &), IE (B, 1%, &

B ST (B, AL, W), HCMREMRRE (M, |, M), ﬁ’*ﬁg’ﬁ(ﬁ—f, ERE

=— 7 VUSEERE, FEAH, BV ~F, Zofth( )
i (HCC, CCC)

HE), v

UDCA (600mg/ H, 900mg/ H), ~4747°V—F (200mg/ H, 400mg/ H), PSL

_mg/H

YR, FPERATREMER, BAFME~O= RO LND
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B E3EMER RS & (PBC) 2D IV =)V JTAF g
I. AR

Q I-1: JFZEMEREHPEREE R (PBC)LITE AR B> ?

O FRF  FORPERR - P IBAE KB MEETTYE D IR D S R IT R R ChD. FN/NERT O/ MBE M5
IR P I LR S V(IBAE %), 20729, JBHDFIENIZ > 572 DI R DRk ThHEV L E
UMM NIZ L TR OMERIC E OB U L LRI EL, FORE, BENELS. IR CIE, KE
LD LTI IC KO R BT MR DB EE S CRAHE I B A S A, IR 2 (TR ~ ST 975, U7
JEGITIX, FFIgROM@ =23 IS T LT, 30E, MK, Bk E (FFENE) 24 U TR 20 R RE
THITT 5.

AP HBIFBEEE Tl Primary Biliary Cholangitis &V W), BESTRA LT PBC EFEIE NS, SEfEM: PBC L4
SE@EME PBC 2 IHSH, BEOD DA, EIE, BB &K, MK, MR/ L R I H-5< B it iE
WEETDHHAIERNE PBC EFFLY, ZHBDIERE RSGAITEIEREM: PBC LIFIENA.

QI -2:WAIIEDINTE LN TSN ?

S FBL: AT EIEDRKITEE R THDN, HEHUED —>THD AMA DRI m RIS AL
L, F7, BHERRIRS, o= — 7 LV AEFRE SO H CAEMR BLRBFIR 2 AL oW enh, JRhE
TERITIT B B IR 35 2 DL TS, ARSI, FFIBO PRI, Rl i & P s e 5
BRSO B -2 R 95 1570 1 E O B ER DI TN 2 B, IR b Rz MR 8 L2t B BRAM AR IR A3 22 55
5. SRR, IR T THIR AL T 5. Fio, /NEMIRE R E E 21T HLA 277 A 11
PURDREMERRBR RO, 774 1 FURORBENHEIRL QD IBIZ, AN FORBENALNDLEED
12, AMA (JIT PDC-E2 $ifk72 &) 358k 20 723/ NERIIBE ERCHIIEREICAAET DL, H OREX
JSZ RO DT ASGRODILHZ L LY, NRE EEMF X nE Fros Ty, b Tl Gl EEME T
HAE) N E A > CWVAZENEESIL TS,

Q I-3: BFII B ARIATALDNNES> ?

O R R AT TTHEERIEO T - IRE R BB 3 2R A ZCHE O 2 FEFFEIC KD L, BAcbidfl:7 ¢
BV, FBEFR X ZNE 50 %R, BPE 60N THD (K1) . 1974 077> 10 L RRE ThHo7- 3 A E003 1989
FLI% 250~300 A RTEEZHERL C0D (X 2) . FRBIA R E LG F 2 AL 2007 F2121F 5000 A55&70
ST (¥ 3) . FEEHEEIRRM L FE CEBRE O AE ST T% PBC BE R (EMEME PBC) 1% 2008 44
1359 16000 N Tho7e (FrE B BRI S AGF AE A, SEpk 21 4F 3 A 31 HELE) . ZhUsiEo<E, &
JEMGEMED PBC &0 7= BEWIIIH 50,000~60,000 ALHEEFEND. AAAMALDZ 1 E3THA(H
B E95E, A0 100 J7xE 600 A, BEDBALND 20 b (1B 3 5 N) OAExtRlT 520
100 J5 A%F 750 N&725.
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E1. BRI EFTEE (Pp0) SO EMHEs FUMs  E2 RREBTEFEE (PBC)BE FRARBEY E3. FREMEEFEE (PBC) B SRNTHEY

PECBERN 7282 A
9:%-020A:6353A-1:6. 8 450 A0
MERIEPBCEY 51814 EREPBCEE 21014 400 fi e
B:£=680A: 4501 A=1:6.6 B:%=249h: 1862A217.4 50 Da-PBEC |
1600 1400 1200 1000 800 600 400 200 O 0 200 400 600 Os-PBC | E
— 300 = s
d 293
o 250 No 2500
| 3039 o LA om0
= 40-49 B
3 A8 150 1500
50-59 b6 ! | i
60-69 [ 50 i
2 70-79 elali 1A
B Male 70-79 e o DA .
H Female 4 s0- | L

B4 TEARON - SRS BUDLENTES. 2010 DR IRECE : AR EHRRR. 0

QI -4:XDX5 ARBBILT VD) ?

OEBL: B AT 1:7 T, 20 FUABICRIEL, 50~60 mifRICRbE<AbND. HERED LIz
R TDD.

QI-5: 8T 50?2

O fEFL B FE X PBC O FBEE O T-HEAEIC PBCIZ/2DZ &3 720, LacL, [Fl—BURAN (Bl 1, 1fitk%E) (2 PBC
DBENHLNDEIKONDOWEF NS D, £z, —IMRERTHL— D2 PBC THIVIho 2
H PBC THAMERDENEVIIFENH DT END, FERIFCE ML, BSANEI THHEIIZ, PBC HBAGH
YA N—ACEERADNES L CRIET AR THHES LI TND.

Q I-6: EDXIZRIERPEL DD ?

@R HIIE PBC OZMA 21T THEOLNDH L (T0~80%) DB IT H BIERIT /2L, EIEMEENE PBC Tho.
RNDIERELTIE, £<D PBC BHIZBWTKERFEK CTHL. BEETREITEADBN, BFERZIZ
HIESHBLT 29127225, EHEGE, BAETIEHFEVHE B STV, BCKTIX PBC O —i%
IRIEAREFE Z HIVTEY, 20-70% DIEFIAEE FIEREZ A L TODHERESITND. I FTIEIROFRFE (34
fin - MERI, PBC OMEAT RO A ME, MR A L FRRAE /RS LIXBIE 2K, Tl AL BRAYIA - LoD BEE
DERNZ EAVRIBSNL TN,

R HERT LSRN e S A PE RS LR BB IC 72 D &, D JRIR (R VAN AT )La — L) (28D
FFREZE L [RIRRIC, VIR « E KO HERE DN A U A X705, FIAR MBI, Al H # AR Mo JF KX
HIFfEEIDGAECCTL, ZOFIREOMZHZ LM ML F I TIEUD TZDORK THOLIENGNDHIEDL
HD. E-, @D BREBENELI2ST=280H0, FRADHENRONLZELHD. —T7, PBC TIZRESL
JEJR S AN DZ LT ET /200,

Q I-7:PBC DEERBRE T —Z DFFHRIL ?

@R AR B OAREIZEG TR A D2 LD TEARWH/ N IFN/ N IRE OEETHS. LR~ T,
ALP« y GTP 72 Ml REE B BN OIS RERE 7 — A9 — 07, B R _ BT AR O PR - ea2 h3 /e
W2k, Tabb, BRI SWE KU AE T — 2SI CThD. 612, B EdikoUED, HiIk
2 RYTHAK (antimitochondrial antibodies; AMA) I PBC (2514~ 2% fds Btk 236D T =, EEto
2RICINA T AMA SEPETHILIEX PBC OBWHTIZITE T 5. AMA O, Hiz b AT HK
(anticentromere antibodies; ACA) CHUZIE LA (FT gp210 HLAR) FEDHFUELHUED KT 50~60%DAE 1] Tk
MALT 5. ESHITAIETIE, 7 a7 VB0 h [gM MR EEE/RVEE THDN, BRI DIRE -
FRER I IXEE B <. ETHTIIh O PR BRI y 7 a7 V2N R 35,
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Q1 -8:EDISRIBIIED DD ?

O FRHL AT T DIEHIE, PBC ZOHOIZHRT5IEHE, PBC 12> TAELDIER LA IHE, BIW
PBC OHEITIZHES TEUDIFREE (A ) 128> TALUDIEMEIZ R L COIREIZKAITES.

PBC ZDOHDIZxt T AiaREL T, FERIBINERIE TSI TR, UDCA (/LY ®) 23
A, B2 WU T ETOMMA LR THZENERDTZ ME2EERRR CAEHESN TRY,
FEYERR L LT STV, SR IEISS L THWS N TWARY 7075 — g IH1E R B2 OK T 1R
DFRDHIL TN,

PBC DRI WL > THEUDFFEHI 2P AT L TR, DIERZI K, 2) aL ZAF I3, ab &
FIRPEHEND. RIEIINAH R 2 BN TERE TEE R0, 7272 MO I ORI D ENHD
DT, IRAREHEIAZSF DB G S, B4 D OWINFEFIZL D HEIEICKT LT, iEMEE 23 D Offf,
BIEZLDIENFRES TN,

AR BDEITU T I E ST A8, ORI KD NTFEEZ 253 DIRE S FEARITIZRIC Th 5.
38 H FARIE D I O fERRMED @ W SR SN D5 A 1 T DI NREE T IR 21T). WRHTE R AT
STHRBEZDOHENHONIRWIES, IR R 5. BAE TR E ORI I RO
TWDHDT, HNICHFIBIRIEE DS\ D5 A X AR o BN eSS, TR IEE SO WIGE1E, K
WP D B GF DT L0 5.

QI1-9:EDX572RB%ET-EBN?

O R TE LR IR AR O REAHPERFE A L U TR SV TN C, 2015 A5 CIRFEIS MR- T
ZEERE X TNz, Bl TIERZ Wi T 572D O A DB FE LI KU DWW COHER A E 727212, SERMN
20, HOHTEROIFIC SN A ZENTEAE THY, <O BEIIIFIEZITITESTIRE KOIREEIC
BESTWD. 20728 2016 FENSITEM I TR NFEFRMEAR MRS RICEF I, LLARRGHE
BORIEITFRICOIZ>TRREL, —H O BE TITR B ERFER, BENSHBL, REfRE, 8K,
FFPERMAEZR &, BTRE B S UER NI T 5. O XA EICE SIERE2H L T DA E etk
PBC LMETR, ZNODIEMRE R<GE % BIERME PBC 5.

[ UM ARV PR R LR 4 TH - Th, £ TORENFRICINTHEITL TOHITTIERV. £<
JEIRDIRNEEE B PBC OF 70% LLED B M 10 LI BRI HEI TR 80845, \Wol- AR,
NTH, TOETORE TN T, BEOHEICELETHELE TS, LY PBC IZHSNDED
(2725 T, ZORKDOEATIZLLRNT AR THOLNIEGEEL TS,
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II. PBC O

Q II-—1:PBC OBPHTRBIIBFFERDOEEIT? GEME 2017)

AW HHEREZ B T5HE, AMA [Pt PBC 7L IEERGIOZ2W C8E BN IT ATV ETHD, -, K
FMHIB I TV Nakanuma 70 FE%2 WA Z ETIEBIEE B I OYRHIZ M E T OHEEE AIHE TH S.

HEARE: 2, =T LRI C GE# 2017)

@3 Nakanuma 28I LAMEREFHIEEATIL PBC OFiER IEREICHE TX S8 Scheuer 43,
Ludwig /7FEIZHERC P2 LHE TEDHE AR THLZENHERIIODOH D, 708, IEMRFHmIC
X HE Yufa $RHEGL DI, HEVILASN TN LB AL Ye a2 LB AR S O R EE 24 E
THLENRDD,

HRALE 75272 SCHR

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, lkeda 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, lkeda H, Zeniya M, Nakanuma Y.
J Clin Gastroenterol. 2013 Feb;47(2):174-81. doi: 10.1097/MCG.0b013e31827234e4.

Q 1I-—2:PBC OZWHCHEEZ W T LED> ?

A:PBC | ZHF R BHE 2 NI/ 003, BAZEM BRI B L OWFEMMOIR B ORI D= DI Z L THS.

O fZE : PBC |ZHEF A A2 T B GBS IR, CT, MR 1372, PBC OMEEZWA4THT- O Hitg 2T
T EELLAR. Ll B SO IR E L CTORZEME SRS ORI Z M1 TOIIZEE R B A THY.
PBC DM NI i1 T3 24N H5.
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M. PBC OIEWYiEHE

1. UDCA

QII-1-1:UDCA DOZhFEIIHERIINLTNDH?

A:UDCA OZhEI1FT % MU BR(RCT) A 2 T e < DGR RER CHER I L TUA.

QI FTURL~YL la, HEIREEA

@ FF : UDCA [IHFHEREMEMEOUGELELIZ, 5D RCT T, MO ET 2B ES D20 N
WL, B ETCORMCE T ETOMMOERE P HERIN TS, LoL, EITL-EIEAI TORRIT
HAFFL AN,

ABTF VL AD—1]
SCHR 30) Shi J, Wu C, Lin Y, et al. Long—term effects of mid-dose ursodeoxycholic acid in primary biliary
cirrhosis: a meta—analysis of randomized controlled trials. Am ] Gastroenterol 2006;101(7):1529-38.
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QII- 1-2:UDCA # 5DV 271X ?

ARWERIEL T, RIS EEER CR, k08, M, &5, Wank, I8, HAREL, Moo, san
IR) OMBUE (WP Ir, CAELA, BERE) RETHY, BELRLOITHRESHL T L.

QIETUALN)L 23, HELREE A

O SR FRE B 6,495 f51H 336 141 (5.17%) 467 HEDEIVER A SV TWA. ERFIER L TH 176 1

(2.71%), 5% 25 14:(0.38%) , NG9 24 1£(0.37%), FE.L> 23 14:(0.35%), 892 21 £4£(0.32%), 854 20

7:(0.31%), B AT 19 14 (0.29%) , Ha<otF 16 £ (0.25%) , MaH:- 8 14 (0.12%) , BBECAE 8 14:(0.12%),

AST(GOT) R 8 1£(0.12%), ALT(GPT) F5- 8 1:(0.12%) % T~ 7~ (CHLUEM: AT U2 331 T AT
RED AR D ZNREIB MK FRIRE. ATRCARSE B - IR G R T USRI 22, CHRUE % oD

)JJ EIBMNARRRFOIER 2 G Te) . 728, I SCEIITE RZREIVEHA U CRIE MR R SRS STV D03,

B IXRIATHD.

F7o, Wl SUTAHRL TOD TREMED & D NI G- LN ZEDREEL NS TWA [ B 5 (T )

CTHENRRAT M OUEAR AT D K & (2000mg/kg/ B ) % 51 L0 IR AFmE (IR A 2SS S s .

OS5 HEE:

IR EW %R A—77—~ http://www.e—pharma.jp/allHtml/2362/2362001F2149.htm

VY SERAT SCE

QII-1-3:UDCA IV 2o0bE DI BE IR G LIzbXh 2

A:HE RS (ALP, v -GTP) N IEFED 1.5 fFlc ER-NALN-EE, AST, ALT NEFEL =T 5L
X FIIERR G T RO B A MR LT IR i OIR B AA 5.

QI TFURLN)L 6, HEIREE C1

O FRFL: B GRS BIL QI T L 2 B RGO TR, 23D b UDCA ZESICHR G-
TRETHHETDHEZITHHLN, BI-LTIKEED ALP O FHOBEICHEELEDALOE IR
TET VAT, BEOABLEREBI OV ROLEWERDZLEE X DEHDFEEDL ~ U E
@“éimiﬁ%&i@%hfﬁ\@f WT72VINET 55 2 b5, ALP R—EDL~YL (IEH _ERD 1.5 %) ZH
2 CWDBFITIRESICR 52BEL, UL TOBE TIIBIEL TEDOL~UGELZRF R TR 51752
é:ﬁiotb\t,%bﬂé. L2, AST, ALT 2 EEEA 2T 2REFIIIFREDOZLD FREMENH VT TH S
ZEDHERISND DT, BEE N ADNDIE ST UDCA OBEZBIMA L =NV b,

QII-1-4:UDCA IZED IR BETHOETHRE LBV ?

AUEH, BN 1 B 600mg % 3 BB O 595, HET25E50 1| A k& 581X 900mg &4
5. FAL L CRRA BT,

QT UALL 2a, HEIRE B

R M, AN 1 B 600mg & 3 BNy EIRR O RE5. Ak, 4R, F WACT 0 BT 5. T
D860 1 AR KRESEIX 900mg &35, 8%, 703 TR G T, 771, 2 THRIRITEDLNES
THY, 1 HELLT 600mg ML EEEENDZENEETHS. ?ﬂarhxﬁfﬁbﬁf:ﬁﬁrﬁiﬁ&%ﬁ HA A PBC
B IZ UDCA600mg/ H % 48~132 [ 5 U RESGE N R OMFI D T o mb &, T L Eoik
TRIL 81.8% (27/33 f5l]) Tho7=Z&0b, IKEIZH )DL, 600mg HEEUERY 2 G &ESH TV, R
KIZBWTE, TARTA 4T 13-15mg/kg DIFRG- D L TEY, UL H AN T 7
WG B2 72> TA.
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B OWTOTE T A IR0, RIS KHT DI TIZn e, FRAIEL TRAR G5
ZHoolEbihs.
QIRHLLARD IR -

FHRIKES fb: IR 1998 ;37 (3) :443-460

QII- 1-5:UDCA OFRHIEIZE D ENTLTzHI VD> 2 GESRE 2017)

A:UDCA 5 1 F@HN% ORI EM IR 52 O TR RCEE BRI PO ZRTATR L | BRIRHE
WELOTFRETHITLILNEELL,

QHELTE: |, T AOME A GBAF 2017)

QR :PBC OREMIAM %M, UDCA 5% DGR A L OGRS S EBE 52N ME I T
W5, UDCA #5504 22015 X e X. Globe score X2 UK-PBC risk score ($¢5- 1 4£4%) . Ehime score(#¢
5.0.5 %) FEEHWCHETHIENTED, JEATEA TEHRMEO T - IHIE R BRI 2R & 408t <
%, Globe score O AMEIZEE T D L sk MGEIFFE D3 ES T H Th D,

M 225, 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)

FRALE 702 Sk

1. Development and Validation of a Scoring System to Predict Outcomes of Patients with Primary Biliary
Cirrhosis Receiving Ursodeoxycholic Acid Therapy.
Lammers W], 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 : UDCATCEIENELNARVREIZEILT=HI\V s 2 GBAH2017)

Al: UDCA600mg OF:H-ThiiE,900mg (ZHE#EL THEV .
A2: UDCA %5350 Ty /e EALFHNER S MSOT ZhEHIE score (XD AE M T2 205 B 4T
THRWETHEINAMEFNCXT LT, Fibrate 5% (Bezafibrate, Fenofibrate)3f a1l Th LV,

QIR 2, TEFTURDME C (GBHE 2017)

O OF IS0 Mk A b P (NHE R SR DSBS I RES D, LU L R T % UGEICEL T
X7 RIZZ L, Bezafibrate 1222 BEHEBEIX T, Fenofibrate |Z B 2 A FERELbHES T
W5, LTZ2>C MRS B 2B B LA SHICITE AR OFARIROL R € LT LTkt
DREFEZ W THZENLEL, UDCA IZX L TR A +4370 PBC BEZX G LT HT IR IR R~
ZIMbBRE S RETHA),

AKH T Fibrate BIANLE B MAEIZ D ARG 305720, @R IMAEZ A GFL7Z2 PBC (2R T, B
RIFFEE L TR G- 52 88 TH o,
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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

¥ 2Z 3 primary biliary cirrhosis[lMesh] AND (Bezafibrate OR Fenofibrate) NOT (case reports OR case
report OR editorial OR Letter) (2011.4-2016.4)

FRINE 705 3R
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, LiS, 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 ] 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=.
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: NIRRT IF —BHENEMEOEAE, AIH LA — R—Z FREFIO A a2 ZEL, 2008 FED[E
B AIH 7' L—"7" (IAIHG) @ Simplified criteria 23 @15 S DG EZILEIE R E AT 0 A RO HEZRARS.

QTETF LU AL 2a, HEIREB

@ fEF PBC-AIH A — =T T JEBEREDE TR RO TND IS, NIV AT I —BENEEOSHE
%, AIH DA —"—=F RGO A EEMEEZEL, ZRE TH)ZENEE ThHDH. PBC-AIH A——Fv 7
JEFI OB NELNT-5, FFRELTOIREINEICHLEDM, 7rR=yr 8T 20~40mg 7>HAGsD CTHiE 3
%. UDCA b [RIFFIZ A48 T, UDCA [+ 2 Z & 72 <kt L T 5475,

-178-


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/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 1B/NE%E

QII-2-1:Bezafibrate (ZE D LH72BEFIZE D INZHEKELTZHIV > 2 GERF 2017)

A:QII-1-6 GE# 201722 M

QHEIBEE: 2, TEFT U RDIRE C (BHH 2017)
&7 QII-1-6 GEH 2017)2 SR,

QII-2-2:Bezafibrate #F 5DV AZ X ?

AR I3RS THY, BHRER S O BF IITEER G5, BHEUHRAEDORIEICIEESLETH
%.

O FET  E R LI DI ARIE CTh 5. ENREWER THAM, EUIZBEIROEN AN, Eilvo NLiE
BENVETHS. £, BIOAZF L ZOal Z27a— K THEWS L LR T A 20030, B 5
<BIFERLIZBIAHAREOHH, FREOLON TV A, RO, HITIREE, R EaRICERET
BH.AFD, THFI747% 0 —RIER (CAFE, 2HFR, AOMEOER, BELW (B—8—)), EWVEEE
. (BE, SOOI R, BRAMNKE, OEMNEW, AR, BOFRIML), B, XK, SRR, B/
B, PERROAR NG SILTWD. Ee, FFRZRIEH L TIEARHEELRO LD, YLT7 7Yy, 7
WWISRABF o TV T AR E O BAEHANHRESIL TN,

3. BIBBEAT AT

QII-3-1: BB EEATuARNEREILE D LH72 BE DEILE72 DM ?

A:PBC-AIH Overlap JEfERE T UDCA =° Bezafibrate T-H43728h BDMEHNRWVEF| TEBEIND.

Q@ TETFUARLYL 2a, HIEE B

O FFER  PBC 123 T 2RI R E AT uA RIIFEEER A OUGEIIEONLbO 0, RIVEM Tha B HERIE
O ERNEIRSN, BT EINRZIRIZILABELSN TV, L, HBAe PBC-AIH 4
— =Ty TIEGRE~OR 51T ALT, AST OSFEITHZNTHD. PBC-AIH A — =T FIEMERED 2K
1%, EBSEZ W LR G R DA T 25 #1295, UDCA X2 Bezafibrate C1437280 035 O30 72V i 5 10
BHZEBRTD. ZOIOIERITIE, M THERERIMLS, N UATIT—BEICESNALILS. B
FEATOAR OG-8, BT 1 H & 0.5mg/Kg UL FODEREN/HEESN TVD.

QII-3-2: BB R ERT AN & EDYRZIL?

ACTRIRAE, TICPERE, R ARt ARURIE, BV RERe - 2 B L T B BB s, R
DAEF LI SEBIC LR BT H B LR S B Tl .

QAT BB R EATOARDEIER O F o AL~ LT E . T H BRI, IS4 R U AT, BT
PEIFERERE TR T TAT U ABME T L TWARIREM N HY, HENLETHD.
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QII-3-3: DY TR BIHERBIN TNOBHDIEH B0 ?

A: T MU 2E B I LGB TR RN ER S U7 i 370,

@ TETURLNYL 22, 2b, C HEEREE:C1
QM T L AL ~ULEEL RN, Methotrexate L F i) PBC ICHE R CHHEDHEN2EN
TWA. i) E SISk 2B D7 230D Budesonide JFRIEDH RHTENS BB FESNS.
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. &BHE DRy B
1. REEEE

QIV-1-1: Cholestyramine X PBC BZ D fz JERREEEICATIH ?

A:Cholestyramine 1% PBC BEF O K ERIEIEICHE R THY, F5—18IRFL L2 H 5,

QI T UARLN)L 23, HELREE A

& FRE  FEWI P T A A AL BT IR R CTd% Cholestyramine (% PBC (2331 DRFEIEICRT T 55—
B L7 D. IENOIBHBRZ WA T 52 TRIFEROSEE L 15T L& 5. EBM ORI A 72D
MO SN TV, T8 T ARKITZ L. §IRFTHOKRENSG TS, vy ERE T,
7L/ & Cholestyramine &M G IC L AR RIRES ZhET 7= D FEFRI O EfREE . A TIL, RCEAA
A TdrD Cholestimide HFERAYITAE S 5.

QIV-1-2: iR ¥I K| PBC BE D R ERIEREICETIN?

A KB ORIRICH U TR E 2D A REEN S 5.

QT FURL~YL 5, HEIREE C1
O RN PLEAXI AN, ZDOHENLTEINOAIR T A SNAHIRIZH 523, PBC OFRFEIEICEET5
evidence IFFEFICZ LW, WEDORIRICHT LTI, £OEFERICIVEL I NS.

QIV-1-3:Rifampicin i% PBC B¥#& O K ERBEEIEICAZIH ?

A:Rifampicin |% PBC B35 O R JEREEIE IR U CRHENHIRFT&5

QI T UALNYL 1a, HELREE B

QN  PUHEZ I CH D rifampicin 12D\ T, 57220 metaanalyses (LD EWL~JLTHZIEDS #E X
NTND. LIRS ZIICO &3 DMk 2 Z2EIER O /REMENHY, M ITITEENLETHD. 150
~300mg D2[EHxEA T,

QIV-1-4:Nalfurafine | PBC B D R FEREEIEICA D> 2 GBAE 2017)

A: FNTTT 020F PBC & & T8RRI D B2 R FEE 126 L CRRIRIE IS D B D IEFERITH D, 72721
FERIEBRIZ BT 2% 51 12 THY, PBC BE I THEHRIIRHATHD,

QHIREE: 2, TET RO C
QR PBC ABE ORREEIU 692 2l s il 1) & = HAB 2207 5208 AMED CH#EITH Th o,

¥R 2, primary biliary cirrhosis [Mesh] AND (Nalfurafine ) (2011.4-2016.12)

FRALE 722 SR
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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.
Hepatol Res. 2016 Oct 18. doi: 10.1111/hepr.12830. [Epub ahead of print]

2. BFHRIEDIRE

QIV-2-1 "B HBRIE A T DI DO BR AR 2

ABEEENIEIZEITS T score 23-1.5 L F OG- AT FIT PO DIZIRERAIEEL.

QLT AL LA, HELREE C1
QR B HUIRIE ORI DWW T, B HERIED THHEBIET AR TAAZHEL TITD 6). i —Er o
AR ML 3 5 P EVE O W LIl 7 R A CH 5. B3 LS X 1D D SR — FE O & I E A3
PELLY,
BHERIED T2 %?7341\74/ WZRBWTIE, LU O EEYIHHRBAA L ME N ESIL T,
1. MEgstEBE B 37
O MEHE, KR, F“ﬂ* FIFT RO ENYAMGEFE RN 70 % A
@ YAMT0%LL b 80% ATt o BAFRAL oM R T 50 m LA LD BET, BEDOME, 7La—14%
iR, KBRS S EITOFHERED 3 5055, W 1 25 HF 3554
2. et A B o056 (Bild 50 bl 1)
ZDIV=HNT T AFaL D Answer CTlk, EFLDIEHEID RO DOIEWRBHMEEHELE L7225 T) (T score —2.5 73
IFIE YAMT0%, T score —1.5 23EIE YAMSO%) . s, BMIAKAE, #ARFA0HEI T2 L OfERIN 1% +FF> PBC
BBV TUIRICEMIE RO E B ET RETHA).

QIV-2-2:Bisphosphonate Hi#|iZ PBC BEF DOEFHRIEIZA LD ?

A:Bisphosphonate #1%1|? alendronate |% PBC fE D'EHE UL ZIZH RN THD.

@ TETFTUAL~YL1b, HEIRE A

@ f## : Bisthosphonate $5 D alendronate (ZBHL TlZ, placebo <2 etidronate K0/ EHEE DU EELHT-HL
TCZEDRENTWD. Lo, BIrafflLizE W OfERITBL TOew. 8 1 Bl G723 A i 5-L0H 2
FLV. BIEFFIREE LR IE7 e I KD BIE A I 2R THD.

QIV-2-3: 75 MM vitaminD3 BIHK=° vitaminK2 &% PBC BRE OB HRIEICHRIH ?

A:PBC BEICHL COTE T U A T2 LUV, B HERIEISS L CRIEEN G T& 5.

@I FURL AL 1b, HESREE C1

@D IEER vitaminD3 AR vitaminK2 AW T PBC ICBT 57 —ZFFERICZ LA, AFR
TIXZNET PBC TR L THHEN TV, B HERIEZ ObDIZITAIMENGEH S TR, BHRED T

B LRI ITART ATl alendronate 23 HELEEE A IZXIL T, MZEANIHELIEE B LS T0 5.

-182-


https://www.ncbi.nlm.nih.gov/pubmed/?term=Kumada%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Miyakawa%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muramatsu%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ando%20N%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Oh%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Takamori%20K%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nakamoto%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159

3. RBERBEDIGR

QIV-3-1: 3B cevimeline & pilocarpine ¥iERHE X PBC B¥E O O BEEBIEIC A $hA> 2

A:PBC BE O OFEHEIEIZDOWTOTE T o AT, O FEREE B A ~OR R ITHFF T 5.

QLT UALNYL 6, HEIREE B
Q. YEE cevimeline & pilocarpine YEEEHE X Sidgren FEERED O WERBAEIZ T L CIRRE)I S E /R >TE
D, 3T, MLEERIRE LW ST=RIERNICIER LB 5.
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V. PBC A& OKBE L
1. EEEIZEER

QV-1-1: BZEORBEEITIHUEIEEL LDV 2

A: PBC HHFEORIBHEZICITOPBC HKROBERLQPBC OAEDCBENMLETHD.
O. BK. BESHOE CTRLTWAIIINC, L FOHE B IZ OV TOBEITILEIC LI THS.

1) JiEfe :PBC 0T, IFEEOER, G OHEDTFIE

2) FTHERERR A

3) HUR B RE (FRR A L€ TSH)

4) BARERAE O FAM < B ) E

5) BiE- RO : AL NS R A

6) JIFEO R R MR S A S AFP ORIE

QLT UALNYL 3, HEEE . L —KB

QR :PBC ORWI THREBRETLHLOLLT, FFlREEKORREL, GIHED2 SICHETOILENDHD.
A OHWRIZEIL Tl Mayo YRAZZa 7Rl WA I Th5. £z, BOHELL TR A M T8 I E B
HHDOELTRRIE TTHESE A 2350, Wb Z LT GBI EEN N E THD.

7 AV A IR S OHELE X UL T Ol ThD.

1) IFEEREmR A 3~6 » H &

2) HRR A /LEL (TSH) 1 4

3) B ENE 2~4 tF15

4) FEULE LN 2.0 mg/dL A EDOBE, e #3I A, D, K 1 15

5) ITEEZEE <1 Mayo DURAZ 2738 4.1 L EOBE FERiE ba N A 1~3 445

6) HEZEDFTE, bLLITEDNOG AL, EE SR AL AFP OHE 6~12 » H 15
®SEH/N:

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

QV-1-2: RBOERAZEE T AIIXMTEIEELLZbI Vv 2

A:PBC BEROEREZHETHIZIE, LRROFRELAIHEICH B TOXLERHLN, FHRE B KO
ZIZRETR D Mayo VAZ 227 OB HICHELROREYLE Y, @7 ahal U miEl, @7 V7005
REEAEE L CHEET, 202 MELD 227 OBEHICMER IV T F =0 b2 MG 2BRIITH
HThb. Fie, UV T AR a— VERICIDEREZIZOALP, OfEYLE L, @AST NEETHSL.

QT UAL YL 2b (—H 22), HEIEE: ST —FA

O FEDL:PBC OFRZAED T OREIZEL Tl Mayo YAZ 227 728 3G F CHYZ O H I B2 R
BEIOREULE Y, @Faba U], @717 Ths. IHRENERLIZEAIDIL, e E
JET DL D3, E DR A B D BRI IO TR B FRRIC MELD 27 3G HCho. ZDHEHIC
TOREYLE Y, @7 abas Ui (INR), @ZLTF =, NhBiLs. —J5, PBC OIREEL TV
VT AR VIS HODILLD, ORI T AN EZ T2 DL LT, QALP NEZEESN,
ZOERBTOOHMIZ@FE UL, @AST DELIZONWTHHEEThLESN.

®BERI:

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology 2009; 50:291.
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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: PHEINA B HHEDTEBO/-DITER T REZLIX?

A:PBC ZITAFRZ D | tbbe"ﬂHﬁ?fﬁL?ﬁ%ﬁﬁéfﬁ%&w?}El75%‘4%12@6 B2 B RAER D
LTI WEDHEDOHZE DO T=DIZITRNHR O B ARS /VEL (TSH), ‘B8 ERIE, mHAe X A, D, K ®
HIE, L*B{%q‘t£ﬁ$ﬁfﬂﬁ§ JEE RS I AT L AFP ORIER ENEMIICHMESN A LENDHS.

OHEEEE ST —FA

O PBC OFFRAOIE R MERARICE IHEN REICH ARG H DI ENLHMESITIY, PBC &
FHTIIAIHEOHIELEE CTHD. R, LM THRICEEZE TS /E - H F IR S ISV
B IR RN T BLL 22 W e DIRERR I 2 A7 ) — = TR A A E A TO M E R B 5.
OIRPLLIRDFIRHIC:

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. ] Hepatol 2009; 51:
237

QV-1-4:PBC BE DR BBIE TRICREAITHZLIX ?

A< 2y DFE A i I BEBITRIC AL mT RSB L A BB L CIo< L. Ez, AP QOL 1K
LA 5.2 B IREERRSC, S0 IR AR A2 CIERFIT LIS W LA AR 52 L. 72, PBC
DT B AT ICR T A 2R B0, HEOERERR LIS ZLCBET 5. Sbic,
PBC DEMITHI-H 8 B L CRET ~&b0eLT, ORIER, QBT E, ORILKE, O
FRRZIE, OFRIBER T, O, 7287555,

SR L —FA

SEBL: AR D LT PBC DT BIER F-EL T PBC OAFRZ, PBCIZESDLATHENEETHHN,
FNLSMNCH BE D QOL ICKRERFEEL B X HDBERLEE T HULENDD. R, FEEERSC S 7738
W ORFEEERA CIXHE CE72W. HFET 22800 Sicca SEMERECTOREIED QOL 2 KEHER). £
7o, BEAERPEMICOIZL80, ARIERDPECICKWEIHEDORAES EMPIATONDLENHS.
O BERX

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. ] Hepatol 2009; 51:
237

QV-1-5: 1R BT BFITIXEIR IS LIZDIV W 2

A HESE[FENE PBC O B CHTIR A BET B 1700 v, JEEPE PBC (238U CI, TRFERE, SH OBt~
SRR B - B D St T RERE D %,

TV TFUALNLE, #EBE L —FK Cl

QIR — O TITREZL B TIRF RS AL LT W E S TUOA, SR Buy PBC O3S 1T — AL
BOOTIHIENRNL T 5L B b s, EAEFEME PBC OBE CHARZ BT - RN ED T AL,
SEBEME PBC 1B TIE, HIEOBIRCEESIRIE O BEAL, O fERIEAH T Z e Sh TRy,
&y AN
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QV-1-6: FHIRLI-BEDEFHTCHEE T R&EILIX?

ATIRL COD AIBEME D& D lm N TR IR DO I () O] ClX UDCA, Bezafibrate DWW b ¢ 5-
WEHIET 5. SEITIE, TEHYSTFIZR L TR ETHILIL UDCA 138 5-FIEE TH 5.

HHRIZED PBC OREHDSHEDEIEL , FEFEROEIR T2 R REMED 5. EITLE, HAWIIBEICH S
ILipo>TD PBC BH T, MOFEEREFHFEOET=F—2NELL, MIRF 2 $ICIT/mE - B#
NRIE D AZY—=2 7 DIz FERTHALE WSROI TR L END.

QT UALNYLS, HEEREE . 1 —K Cl

O FEF :PBC DB TIHEARDN KU E DI DNTENTIFZRVS, PBC BTN THEIRDN A
SMUTEY A, PBC BRI ERLUIZEVOIRE L, BEELZ VO HERHD. Fe, =AMV BN EHY -4
RET DA REMED DY, EER PBC B3 CTUEARICIVEEFEEA HBLL HPER IO R LTV oME b d 5. L
7235 T, TET VAL UUTEES TR, GERICEY PBC ORI S ET BRI REMENHH LR
L TRz }:7)%%@%

— 07, BEARDSRAL LT B 20, O TR B E OIEREFIRROE=F— BN ULEET, LVDITTEER
iﬁ)ﬁé‘ﬂﬂ'ﬁqéﬁfﬁ)&%gﬂﬁuﬁ I EE - HEIRE O I SOWTDOAZ)—=0 TIRENEEND. F'W%
JETCHERE T 692 B Bl 3E o fi I, #EMRL 72 PBC %%LZ%‘HéiE?‘/xv&/m?%}b NI AL Y 7)
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