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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, NE4E ERZAIRROZE M « BEAEIC X - C/NEERIIRAE 23IREE - IR 5 2 &1 X 0 18P TR IR ©
SRR 5. B SISO IFSRE MR O &ML A2 4 T, FEmPIZIIRF A D PR 2%
295, BERANIZIR 9 oW D RERK, BXOHOCHEO —>THEHI ba v U 7HiA

(Anti-mitochondrial antibody: AMA) DEMELZ R E L, FHELUZOLMEIZZV. BRRER S 4
< HBIIRWEE N PBC DJEFI H %<, Z O X 5 ZEMITEEMER TRE L PH D L. AE
i x DYEEA L LB ICH CHRO—>Th 5 NMA BERRADOERICHEML 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 RTA4 T, BOREOEB OB E 2, BO/EO—RNEHE, H62E - IFRE, I
FHEE7S PBC BB OB H T > TEBBIZT REEHEZE L DO LD THD.
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FIRRHER : MERICBED > T2, RRRIREITA FTA 2D LBRT & COTITA Lgu.
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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 AR RBORITTEF . TEHATEONT « IEREICEE$ 5 RANIE) Bt
(BEE - #)ll—)

FIRRFE : VBB b o 281X, KBIRTA KT A4 B BRI & COLIFA L.
A B BRI RBURIT e B0/ - IRERBICE T 5 AEmMZE] 3
(BEE : #JI—)

FEMBEHETEE SRS (OREE  BTE)
JRmE— WF7E0 M), NRKE, M RRS, THENR, P,
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AR, IRIIE, MIEESTE, BERVE -, B, BEE -, KEE, [LEEI




B
WAZETA FTA4 v OIERE (2011 4/R)
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PBC 2ZWr, 1B FEHREDTZD DFIE
B PBC ZWr, 2EFHIEDT-DDOY~Y ——k
B FERMEETEREER (PBC) 2OV =INITAF g

I. EARREIE

QI -1 JFURMERRH-PERRE & (PBC) &% & AR BEED 2
QI-2: fli}:@oto IEZLNTNAHN?
QI-3: BEITAARIMTAL HNNEHN?

QIl-4: EDOXIBRADREY T VD)2

QI-5: BT 5Hh?

QI-6: EDOXIRIERDBET B2

QI -7 : PBC DEFKRMRA T — & OFFEIL ?

QI-8: EDOXIRIBEIENHHN?

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



I. PBC D2

QI -1:PBC DEZWHIZE T HFAERDERRIZ? (2017 164#)
QI -2:PBC OZWr BB W T/ B 2

M. PBC OIEWYiERE

1. UDCA

QII-1-1: UDCA DZhEIFTHEFR SN TNNDH 2
QII-1-2: UDCA 5DV 2 7132

QII-1-3: UDCA (T2 B ED X 9 7B ITE G L6 X ?
QII-1-4: UDCAIZED LI BRETHOETEREG LS Lvwmn?
QII-1-5 : UDCA DFHRHIEIFZ ED IO LD KW ? (2017 iB4#)
QII-1-6: UDCA THRHENELNARWEAITE I LD LW ? (2017 B4#H)

2. Bezafibrate ;BANEL#E
QII-2-1: Bezafibrate FEDEHIRBEICED L IICEE LS KW ? (2017 1B4H)

QII-2-2: Bezafibrate ¥¢50D Y 2 7% ?

3. BIBREEARATuA K, ZoOMMmoIEKY

QII-3-1 : ﬁm&%i%m%F&%igwiﬁﬁﬁﬁﬁﬁm&&é#?
QUI-3-2 : BB HEAT A NEHDOY A 71?2

QII-3-3 : m®1%T%%ﬁ%uénfwé%@i%éﬂ°

IV. ABHEDRMIR

1. REEEEDOIERE

QIV-1-1: Cholestyramine % PBC B2 O i JERREEIEIZ B Zh A 2
QIV-1-2: Hib 2 & I 3|3 PBC FBF O 2 G RREEEICE L) 2
QIV-1-3: Rifampicin IZ PBC B3 D R G REFEEICH D 2

QIV-1-4: Narlfurafin (% PBC fA¥ O RERFEREIZA D> 2 (2017 3848

2. BHERIE DR

QIV-2-1: ‘B HERIE XT3 DI O BAAERE I 2

QIV-2-2: Bisfhosphonate $&lIZ PBC A& OB HIFRIEIZHZhD 2

QIV-2-3 : 7EMTY vitaminD3 HK|<° vitaminK2 $4%)1% PBC BBE OB HERIEIZ G 00> 2

3. FLIRERBEDIRE
QIV-3-1: Y52 cevimeline & pilocarpine ¥EEEHE X PBC B35 O O e BEIE I B ZhH> 2

V. PBC EEF DR BEBIE

1. FaEslzEE

QV-1-1: BEORBBEIIIMEZRFELE Li2b v

QV-1-2: HEOERZTRET DI EFEE LTHELEL L2
QV-1-3: THINHIAIHEDHIEDT-DICHFEETRE Z &1E?
QV-1-4 : PBC BE ORBBIE TR EZTITH 2 &1 ?

QV-1-5: HRAZLLEFITIT EDO L IITHISE LIS K ?

QV-1-6: R L7-EBEFEOEH CHEE TR L1L?



2. %F’ﬂ[%f\@ﬂ‘/"j‘/l/?~“/a ‘/H#,ﬂ;ﬁ
QV-2-1: FFIRELME~DRIT RIS Ky 2
QV-2-2: FIgRBAEE~D 2 Y ILT— g VT VOB L ?

VI. FFmiE s 2

1. FFBMOBIGRE, Tk

QVI-1-1: BRI 2 e L b v ?

QVI-1-2: JMFEREAE & AARIF A AR 23 B 70 2 > 2

QVI-1-3: PBCIZ X3 2 B AH % D pAR XMt DFE R & il LTV 2
QVI-1-4: JMFERFREAE & A RTFRAE Tl i2 DRGEIC 22038 5 9 2

2. Witk EE OE

QVI-2-1: M OHEIITED X 9 72 FEREN 2

QVI-2-2: i DOHIEEE < HIEILH 50 ?

QVI-2-3: PBC BE ~OBMEZICHHCIEETH Z &1 ?
QVI-2-4: PBC BEF D TR A2 WET HT2DDIFIEX?



MAZETA KT A OVERE: (2011 £4ERR)

KBETA RT7A4 0%, BHAEO—BANFE, Mk - IFRE, IFMEEFIESE, PBC BE OREIC
Hl-oTWAHERZNERE L TERLTE. T EF R ERDEROBRIZHOWTIL, PBC OIEE, &
ORHE DR, RBBIZE, PRI & BAEE~D 3 YL MEEIZ SV CIE, PubMed-MEDLINE T
Clinical Trial, RCT, Meta—Analysis, 01/1998~12/2009, “Primary biliary cirrhosis” &%l
TN DOIEH4 T English TEROMBR H 1T o712, T OFEE, UDCA I A ERABRZ RN T, =5
A LoUL b PLED S DITH LR T, BRI A AN D OFe UL B - 7=, J5HEK D UDCA |2
SUWTIE, 1987 4ED Poupon & D Lancet OGS A MR, %< DT X MU ER, AZT7F
VAT, EORE, MIRAECFHEOSEDO R TR, L, e E coMz=y RFA
YhELETHROKEDL HTELT EO/RENE LN, EFERRUERIIR L. EBRIZ,  UDCA
D PBC G~ SSBALART & % T, PBCEEZFOTHR LRI L7z, 2009 Fi2iE, TNEEEE x
72 PBC, & DVMTIBMERAT O S WEEFFREB OB A KT 4 V3, TNEICKERFIRTZ AASLD, I —
oy PR S BASL KD BRI ARETA KT, TNHDOHA RTA U HEBEICLRND,
X EF o2 L~ULE, LV Inpact Facotr WEWIERAZ B EICL T, NEOERBLEE L
TeHA RTAMED B4To 7. (ERBIIMEET — LM CHBICEREZZHL, 202 RAE2HT,
BRZIIERIERSEICEMN LT, a AV FEEVEEZNZ Tark 2257,

KBHENA BT 4 0%, BB, RREO#EER L EMNICLET 2HERNDHS. 2, 3FIC1
FEIIMELEZOLNDD, RELSBEERNEDD &) 2EHCE, AIAUETTRETHS.

TETURLRVERHED S L— R5HE
@ TR LIcHER LOBMICHEOT ET v A LV LHERD 7 L — ROBIT PRl sl - 72,
(EHEERY — A Minds (=1 > X) http://minds. jeghe. or. jp/)

BIETYVRLARL

la F U F MR O A X T Y R

1b D7 Eb—oD T X 2L LG BR

2a TR NE bR WREIEa Y b — LA RS adk— RAFZE (BT X BFLR)
2b SR NEST R VIR ED Y hr— LB LS Ik — FFSE

3 =R 3y b u—/Uige (1 S EAE5E)

4 RUE R O LLlk 2 & ORI P, xR & fE b 22O BESE
5 GRS, 7r—Av ) —X

6 HEMFEAOER (EMEZESWEZET)

BHEREDST L— Ko

JL—KA : (7o Lo EHLND

JUV—FKB : {THLH8DLND

J1L—FRCl @ 1T5Z2L%ZELTHIWVD, o FHRRILN 20
JL—KC2 : FEFEARILAI2ND T, B S/

JU—FKD : (ThbhRnEos#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 DI HTFE SN - 9558 DR 234 L % PubMed-Medline & X Cochrane Library I CHF—U— K
MR LT, SRR OFERIZ, F—U—RICL 2% (D) 2i7-o72tk. 77 ATV RN T—IkRA
IV —=27 (@) #iTo7z, TOBNEEZBHR LT IRAZ V—=0 72170, CQICRTT D%
Z. HELEE T BT AOMIOIRILE e o= F iR (Q) ZEIR LT,

VERRZIIWG (EEMAETEREZSH L, a2 257, BRI, THERMEOR - IHERER
BT D RANSE) BECETR T AEERBICE L Ta A 2D BEZ Mz TCart X
Gl RBIETA RT7 A4 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 F5]1 X | (2014 FITIH - 7 Thdk 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

TEPERRT 5 > WHI AR, BHERE, SIEMAENERICHE L, ESIEMEN kT 25410 %
JEEEEZEY Z N D, v — T L ISEGR, Y v~ BHEFRRELEOA A
EYRBEEIT 52030 5.

4. HERIFCK
H OO PRt 2%, IR VEREALPERRE 28, ABVERRMVERTINIETT O 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)

# 1. PRBC2Wiog L 70% 3THE

O  MEFT R TE8YEDREYT 5 > AT A (ALP, 5 -GTP o L&)

@ LI bz RUTHUR (AMA) BEMERT R (IBEEECHIIRIE £ 701X ELISA BT L D)
@ JFHHR S CREMOPT R (BRI LRI R EEMENRAE 25 (CNSDC), PAIZERE, JRAZTH )

@2 Wrix NERMEHHEBEERXOZHELE (ER 27T £F)] b s [ZW] THl->TIT S
(ZEF ALV, HEEEA).
1. FFE SO 85E

1) MFESAHIIZONSDC 258, MAEFTRZPBC & LTH/ELRNE D,

2) AMA 2NEEMET, HEARFAIICIZONSDC DO AR 72, PBC ICFJE L7
(compatible)

MBEET~RTHO
2. AR S DR WEgGE

3) AMA 23GMET, L bERREB R OGRS PBC £ E 2 65 H D

Tpbb, RLIREND 3HEHED S Q@0 2 IHAH M O HE.

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

I b FUTHAE (AMA) FEREOEHUAE : PBCIESID 90%LA RITHHI S, 2y
BEAEV. REIE—RITIZZ v FOFEE - BHROBFET R 2 5UR & Uz MEsotiuREN
Ao s,

ELISA ¥ : AMA OXISHURIZRELCILFRIMEE R EN D, M122bM9 O 9 DO
ZHESH, 2055 M2 HURA PBC IZREMEA SV, M2 FURIZI b= B U 7B
fEL, 4 &/ 71y MEIZT 70kDa, 50kDa, 47kDa, 40kDa @ 4 DD & HAFERH 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 TWAD., 512, 2-acid dehydrogenase complex (ZJE9 2 3 IkgE 7 X/ Bk
FM:% (BCOADC-E2), #4x Y 7L ZLiikEEE#HE (OGDCE)S PBC IZFFRAY7Z M2 HiT
EOEHRTH Y, FBETIE, 6K, VLI Far R 7o EZHUR & L7z ELISA &
WH WHNTWEHI Far FU 7 M2 fifke LTHRIES N TWehs, BEE, Eit3 20
FEETUREZ A LA BEA%HUR E L7z ELISAMEIC K 2HER AV STV S,
(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 - BRSV2WT

Q@ EMDHN 5 S HHEFRERB L OB G EERAERTE 2 TRR LV O BLAN LERIZ N
BETOND (R2) (ZETUAL~L1).

QEGZHr (BE, CT) CHEMRBRESZZRELBEL TR ILBEETHS (ZET VALV
1, HEIZEE A).

%% 2. PBC DERIZH

1) | B D o HERFRE | FFNAEH 5 o3 2SR AR 5 - i, S Em L
AR J8, 1G4 PO VIR 2%, B AFTP IR b e
PHZEME B IA

2) | SEBRE LY RE | B CRIENERTSE, SRR

3) | MiALP, v -GTPIJE | FFREGMEA, BN, HURIBERETUHERE, RENIPENTIRE

10



CIRFBR 72 R

O W R REND & ) RMBIHARFTRIZE L TWARWAS, PBC OFR & & % Hh 5 RREBEE
T 5. HWMAIG LIRS HHITBRZIRELHHOT, BBLTELIEWTIXLERDS.

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

JERLMIR A F OB N BT S LLRT2> 6 AMA 152 2 U, IFE#ROREZHEL b iEE - T
WA ZEPBEINTEY, BHIPBC LS NTWD. IREIEIME LT, RBBIEEZ1T.

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

BRIRAIIZ I PBC g2 5 L7275 & AVA (XRaME, HikZiuil (ANA) 285m0l a 29 5 )W ARk L, 1987
A2 Brunner & Klinge™ 12 & o THEWFIZ Immunocholangitis & W) AR TIRE SN, FOHBFEEED
JHREIZ % L, autoimmune cholangiopathy *, primary autoimmune cholangitis, autoimmune
cholangitis ZEDA T THEE SN7=28, HAETILPBC OHA L9255 2 TN —f&AITH 5. UDCA D%
RERHBOENBRNGEET, RIBREAT A RORENENTH

3) AMA &1 PBC

AVA [ER2METH 228, IMEET L CEMEDIRH 5 S WG A b, kRS C PBC IZ MBI R 7040345
HIDAIX PBC LW S LD, PBC OREI 2 SITIERID 9 B 10%13 AMA [ZMHETH 5. AVA 1E
fepEch o, HESMETMIEI b=y FY 7HFICAIG L TW5D & S4ud. PBC BRI & [Flkk
WZxPd 5.

4) PBC-AIH A —\—3 v FIEfR#EE (%% PBC)

PBC DR ER/IRRE L LT, FFROFREZHFEERD ALT NEEEZ T 2 AWEN S 5. BIEKREAT
oA ROFEIZL Y ALT OUGENIFF T 5728, PBC OHATILdH 545, PBC D #RIfE] & XX H L
TR2WT20ERHD.

3. JER - SHEDHIE

% < (T~8 &) OIEFNTIH O O BIE G ORI ZWT S, BEEOE R WHMERT 5. iEwE
P PBC EFEENDIWENCHER T 2 &, Fix OREBNA T 5. PBC DIERIE, 1) JHH 9 o iE-S <JE
ez, 2) IFpEsE « FFEAR L OFEN G ICHEET 208, BLO)RERTH L2 WIIAIFLI-tho B A%
BRBIZESERIZITTEZ NS (E3).

ARV 9 SIS < R REIIAIEICRHENI TH D, B ) T2 &, HES, IBERYE
SEIZLE O BE AN, BHEREIC L D2 ERASCEINHET 5. £z, 8- HEREE OFZC
PES FEMEA BT 5. PBCIIMMDJFIKIC X B AFEER L g U<, FINRETTHEERIIFE A ICE 3 &
HHI LW, o HORERBOEHE LTE, Y =—27 VUdERRE, BHERRRAE, &Y v
~FOEPENRZ . APFLIo B SR B EmICH T, PBC BRI EEER: CTEN CTEET D
JEGIH 2\, PRITEHT 2RBICELA SNDIEN L H D720, AHEOHRIZEETHD.

% 3. PBC OiEE, AHHE
PBC DfEfE B PHE

1) EER D fRH D S-S < APHE
2) BRI - HHLERIE
3)  JEH D o WEITES < EK - B ML

- B RREE (RES &) 2) FFEEE - FFEEICES L AOHE

- PJE - PIRRIETCHESE (R iEFRRg ., MofE)
4)  FFFETE - 2SI RS < SER o JFFHI AR

b - R (AE FRARR R ) - K

R AT o JFE AN

- kb E 3)  ERE, Mo H R EROAHE
5) thEEE, AOFL7-o B E KA - — 7 LR R
12 FED ER - BEEY =T

- WBEERE, L - BHEFRARK RBAR), 7L

11



4. REZ

1) PBC OJREEFTR.

OB OB Z KM 2 FFNIEEREN PBC OEANFREREZ TH Y, FFH/NEREINEIRD
2, EATHICREISNDS. ZORKE, BEICEET 2HFNENT 2 o EELSHE L, FMkES,
L, BRMEMERREEN 2 RAICTER S 5.

A B —T oA ARFRPFEA OFEFEIZE < DIEFITHHIL, PBC OEEFERIERGE KL T 5.
VB U CAPHIR R - BT, ATRRHE SN 5. 2 LT, MM D ol X OB &M o FFHR
FEEIZL Y, MRS EAT L, AT PIRBCSOIT NENFREL, & L CTFAE~ SR 2
LEZOND.

OREEYRE : PBC OFHEAI 2 IBERE T, AN, B/ NERBE IS b 5B IR LB
M EEMEIE S 2% (chronic non—suppurative destructive cholangitis; CNSDC) & #EFTHEMDREEW LT
H5. FEERCROE FRAEFEESMIKRMIC LIZLIER O S, WEFEES S BEEEIIRNFEE
REAE 2% L FEIXH, PBC IC2Wr AV,

CNSDC T, FEEMEFEMICEEDY N8R, BEMRZMEA 2 Hh, B ERENIZY Rk
RANRHHIVD. CNSDC DFEFE O FRITAFREMEICER L, Wb DM E OB R3H 6 5.
F 7z, CNSDC & & TILE 22D, B CREEE DB IRAE RORIEFT RIXZ LW IRE LR ofEix O
s LI LIEA LS. IAEHEIE, PIRIEN TR & fEE L Q2 IFEhRE: 2 L HEIC B2 3 5
EHEEMNCHE LTV, HRHIOEITE L HIiZ & A EO/NERMBEIIIFNNHIERT 5.

OQOFEERE : PBC OFHITIL, HEEICREDOEERNRFREBABAONS. REITA V7
— 7 = A AFREHD FFRMEDIRE L BB T 5 I8 5 > RS HERT 5.

ARV 9 o WEZAGII AR ALt O R i « RRAE T RS T LR & L CA T, FEERAOHALE 1
B, SR A VA CIGEERL O, B, RO BHSIROER (cholate stasis), ¥ 7 U
— IR, MR TEDTEA L, I PERFRRHEE B K O PERFRE A ~ L IR 5. F 72, PRI AER zone
1 ORFfRa D /INRAE (small cell dysplasia ([ZFEfL) & LIZ LIE&A B, PBC ORZWHI&LD. Zi
ERIEEIZ, PBC DL DIERIT, A ¥ —7 = A AFRSCM/NER T & OB CsE iR ICERT 5
MR MFEEIMERF SR DAL P U, TR O AR L OIS ~ D3 R (2 B3 5

2) FRRFRIRE S
OPBC OB FAITR I FRIZ 1X Nakanuma & O3 ENHER IR 5.

PBC TIIHFANOEMNLIZ L 0 INEFRME N R 0 Z LR b N TnD . Z0i=, et Tt v
TV 2T —ORBERFEIZOEE LW, HERMEH S TE 7 Scheuer 73¥H, Ludwig ZFHIC L 59
HBEIIIRBA DR DD, 2D, IWEORE =oALV 7 ) v 7T —%F/RIZT 5 &
INZLRENTEZTEHITEDE 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)

FEEATH ; JIEMEA DS PIIRIIC R R, ERE, TREERE PRI BRE, BEEEITH ; TR,
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# 5. PBC ORMEHIRIISE Pk

5, 2006,

JE 7RI BE R, 2010)

7 5-1 PBC MR HFMEO =D OMBEHREL 22T

A. BRHEAL Score B. B4V 2k Score
FIARIEE T ORRHEAL S 72D, & D DI RRAE B A % P
{65 PR 512 B 0 |WEHR R 0
K 1% \ \;;:/\7— 7{7’
A Al IR IVE ST S T TP
Ffi 2 O /NERETE O ELILE £ O ZUE MR HEL 2 1/3-2/3 ORI CHEHE R Z A5 2
FAREE & & ORMEL & 2O ITEE 3 2/3 UL EOMREL CHEHELE B D 3
#£ 52 BRHELA) L IEEHEEB) A 27 OE&FIC L 2 RHZEi(Staging)
- A #RAfEAb. B. JBE TH R
a8e 23T D&

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

B5E1E C.ANEA VEBHEERIIEE OBRE 2 IS Z 5.
# 5-3 AN A YA OFHE AN 2 7o A2 W (Staging)

C. At A Bk e S

Score

o PRI D IE A& 72 L

0

1/3LLF @ PR s o0 Ji s T ey (%0
B Ve D UL AE & 2 B

el

1

FE) I PERRL O TR & D

1/3-2/3 DOMNRIS O EDAT M (7% D2

PERERL DL & B %

2/3 Lo MRk o DT (280 128

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)

R ClIdH 2 AR BIERE K %Z 1 IATIC A D 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 FFROEBNE Hepatitis activities (HA)

A B =T A AN INEERITIR V), B HAO (no activity)

A B —T = A AFFRN 1/3 LI T ORI O B8 i HA1 (mild activity)
(10 fELAT) cHbh D, BE~PEEO/NEREHD

A B —T = A AFRN 2/3 LL_E ORI O B A R HA2 (moderate activity)
(10 fEAFITR) (CHDBID. BE~PHFEEO/NEREHD

35 LA E ORI D % < O FDFHZ A X —T7 =4 A | HA3 (marked activity)

HREHD. PEE~EEDO/NER, H2DVITERMEME, #

K DT Bl S AE % %

(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 Dy58RT A & AL 51508 |

OPBC OIEBHE - JW#ANEE

1) Scheuer %53 : PBC ([ZHAI 0T - IREHR LA Z I 1 ~4 oS Tn 5.

181 ; CNSDC, 2#; @RI HA, 31 ; MMk, WEE, 481 ; AFmZe.

2) Ludwig %338 : 1BYEHFROMENHEH IR Ahbn T,

1 8 ; MARIE DK JE (Portal hepatitis), 2#1: A > % —7 = A A& (Periportal hepatitis),
3 ] ; BRHEMEFRREIZ AR, ZEAE M EESE Septal (Bridging) fibrosis), 4 #; FFEZE#(Cirrhosis).
3) Nakanuma 5 D433 : PBC TIIHWNOEMLIC L 0 IREERREGE N R/ D Z Lo T
W5, 0D, WEHAERTII Y 7Y v 72T —RERFEICSE E & 98, KoL, &
A LRI O A2 E D A7z PBC 08 LUWVEH] - JEBESETH 5.

Scheuer DR ZHIRDFE (Scheuer PJ , 1967)

I# | Florid bile | BEREPHICIZY 3Bk, MG, HEEEROIZHEAA LI, HE
duct lesion ERIFERL, RER L2V, Rt E . [BEES R LR
0, EEROWSIG, HEOMEGNALLND. £, WIHHEE
R, BEP TR A 295 (florid bile duct lesion).
II# | Ductular R TIE L L, /MEEOHEAZED S,
proliferation
M# | Scarring, FAARIEG DS B DOREHEDHER TR H L5, piecemeal necrosis b
septal BOLNDE DI D.
fibrosis
and bridging
IVH] | Cirrhosis 25 A

(Scheuer PJ: Primary 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).
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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 1ZMEFTHA (9 H s1PBC IZFFEyEHEFTH (1)), soPBC | iEyE HEf T (111
) LI LINTE 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

FHETFHETFE 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 5 At E COAETFRNPBIFICHERETH 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 ELNEZRLY 6 » AROFTHRLHEL T, FDED 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, FHBAINZOAIHEICLREET 5 & &b, 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
EBREILTH IV GEIEE: 2, T T UXOME C) (2017 848).

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 CTHLHEIL, BIBREEAT oA RRgEEhs. =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 (ZETFT VA LUb1a, HIBEA). R5EIT. BKTIEIHA KT740ThH
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 I ZMiEAE(LT — #7217 ClidZe <, G oOLEEL 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.
QFNTHLIERPI AR+ GEE, IBEMRPRE L EHETH D Fibrate HA| (Bezafibrate,
fenofibrate) DHFAZMFT L CTH L. SR & 0 M4 L FE (REREER) OWEN SN D,
L LN EMTPHUEGEICBE L CIIRZEZET A IZZ LW, BIWEH & LT, Bezafibrate %
Fenofibrate &ARAAHEIMAIE N A HFL, HFIC Fenofibrate TIITEEORBFMEE N HVY. 1| BR5E
VLB BERE IR 5] Tl 400mg (] X h—/L SRe, —[a] 200mg, 1 H 2[A]) Té 5. {H L Bezafibrate,
Fenofibrate & 12, RE BT L CILIRIREIG 2 8 5 A%, PBCIZXT L Tik72\v>. QALT 23 EfiE T
DA%, PBC-AIH A— 3—F » FEGEREO MBS O NIRRT REAT A REBET 5.
2) #SE(EME PBC

PBC OZWr3 e L= Z < RED ALP © FR-OBFE I L TIEEL G T XX G o0 i
TET AT, arerRIHmLATW RN, BZEoniz s UDCA ZECICE G XE T
bHETEEZFVHDL N, BEOAMLERELSLIODRVWRERLLENEHOZ L 2E 25 H
HREO L YUIZETHE TIIRBEZ A TIVOTIZRWhET5E2 b H D, A FIA4 Tl
ALP N —ED L~ (IEH RO 1.54%) Z2B2 TWABREITE ISR LB L, FHULTOHR
FTIE3-4 0 AT 1 FEERFSRE 2 JIE UIESREER N2 O LU LR TR 54T 5 2 & 3 HELE
ENTWVWDS (ZEF ALYV 6, HEIEEECL). £7-, AST, ALT 2NREEZ 24 DIEENIATRMED
BALDFRENVEN S D HEATHETH D Z E MBI SN D DT, BFEMHEN A LN DT UDCA o5 %
Bt L= b s.

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, MEEREIEDBEPSTIZI UDCAICHID Bz 5 2 LN E L.
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 PBCIRHIEITZEOHEZSZROZ &)




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 UL E MEORHR LN 5D RER], FFIEZS 528 U EHA NS KR IEE 72 &3 2 6
LD REMWENE PBC, 218 B FRIRIEIE S 2 4 0 I 9RER, PR REE D38 < 3 LU QOL O T 2 78 2 JiE
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. fEMR - SOHEDORHE

O 5 oW, A0S A ORBEIRE, FFEE - FFREIC D ERIEL, ThbomER - A0HE
DT, MABRLEERD (TET VALV, HEREA).

1) KRE&REE

ANENCe b R IER T V), BIE N BT 2 LITOREIC & BT 5. i IR A
EAA ROBMASHE & LTHRIS TS, BODRERFEREAR ThH o, Ak 0 "R
B DL NS, IFEENEITT 51206 TERBT 261232\,

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
THHHREE: 2, VT UADME C) (2017 B4) .
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2) 'BHRIE

JEYHEE D S WME TIZ K D HEEME E & I U OWRIFEFITIN X, FRISAIE DS AR LA D PR D 22 PRI
%<, BHEIEORBERNE WD, SHOPALE L S5,

T ED N7 A (1000-1200mg/ H) BEOMWVitamin D (9% / 2 HHICEE) OEREAKEA
FHEBN S HELE X, T O L THEANEENBB IS, AL LT, EAT7 4 A7 53— MUKl IE
PR vitaminD3 BUAIS vitaminK2 BFIR WL 5.

3) IBEEEE

JRY 9 oDz m 2 L AT v —/ )VIIEZ 2 LTV, SRETR E LT, HRIE P IR I 5 (i A3
R, PBCITRE D BB B AE ISR R IGHRIEIT 72 WS, _Y 7 0 75— MEPBCIZRT 280 b
RIFFICHIfF CE 5.

4) ELSREREE

V=T VRO B IHIZ N2 &, SS-A FUR, SS-B HUADRIER, AL ADHFED
Fxvr, ABARRELMEIZN U CERLZ2HE1ES5.

IJERIZHR U TEIANLIREZ £THY, IRD RN WGEEIIY e e R, gt
UV UDIBREOfFRED L & THWAD. OFEERICK L TIET A LHERZRAT, RN 2T
0 Ve R, ERE A RS,

7. RBEBE
OBLHE ZEHWICHIE L, PRI 2REIEER, SHEDO T, FIRETLEESSHEE O A PHED

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. MEREEENEFEO 1.5 2825, HHWITALT EARFETHIILE U 25145, £
I TRITNE, 3~4 3 AIC—JEORBBIEIC CRERMENIEEMD 1.5 2825 X5 Thhut
BRtET 2. 1&EME, EITIEOFHMIICIZIRE REEE (ALP, y -GTP) LiLiZ, MiBRE U L E N EE
ThD.

JEBEME PBC TlX, AV 5 o WHICrE 9 BB, BHRIEEOSIHERMRNEEIZRD. v =—7
U SERERE, BEFIRIRCEE U v~ T, ToMo 3 EaEREE S0 LT VWo T, IFEERERAE (3
HANG 6 5 A LLbiz, FIRIRELVEY (R, BBENE C~4FME) 2175, £, K
JENHBL L2 THREHEFHIESAHE L WD IREENH 5 0T, WIS L TEBN (FEIC 1~
2 ) OLEEHNESERENSMLETH D, FFEEOFE, b LIERLNDEAR, EHEEEMRE -
AFP OHIE (6~12 » Af). AL B CEMEE~OXR S T NENOHEBIZIS T TIT.
JHERAOR Y A7 1%, I, @FE, BHEE L ShTnwb, 17T LERCIE, o3t s
BRI X, JEE~— I —OWE L EgHRE (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. BFAE~OHREIHERIND L &
1) RAYIOZWOWMETE, FrIEERFIOZHR X OYRELE, W2
2) IBEFEOWE
3)  UDCA ®%hH (ALP, v -GTP DIKT) N A +m7e & & (BHRBE EF-1 F1%)
4)  JEMEVE PBC 7R o T2 B BT O S T
5) HMEULE MEN bmg/dl VL EE 2 LTS
(FFRHE % 5 8 LR RE Y R ICFIRR 92 . BE B OWFO =012, FHZ2 ik L7
MANRMETH 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

JEfE (BRFE, #UE, PIIRETCEERT R
EFSEARIN
AOHE (3 —7 LU U EGERE, AN, BRI
Vo~F, TOMACCmEREER)
v W (B, r/o FFE)
EETHEE NGRS A (BB E )

iE B
it
SiE
WRLE:
(RELAERIPT 261)
TA& /R

HTHE.HD>

ﬁﬁﬁ}

eI 7 #t O E
DPBC Izxf LT
QFERITH LT
@APHEICK LT
@RS
k EHEA~T L N O 2

Sty k=Y kar
R HE
JE (RREEIEE, BeUk, HH)
FOIRIRFSRE, B OPUR, RE
B
il s
P (HCC, C€CC)
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B PBC ZWr, ZDEFEHIEDTZHDF~Y —— b

EARET—¥
A | R B, L. A ik
T.Bil mg/dl, ALP TU/L, + -GTP TU/L
AVA (B ( % (IF)), ik, AL (ELTISA))
ESERE, |Alb g/dl, AST IU/L, ALT U/L, PT__ %, (INR)
WEL | BUEEBUR (&, BE), Hit s Fu X T HuUR (B, ), Hiep210 ik (fa
P, Bt
APHE | T. Chol mg/dl, free T4 wg/dl, TSH wU/ml
PUSS-AHUIA (Batk, B5PE), HisS-BHUA (Batk, Bith), RF (BBtk, Bith),
PLTPO Bl (Bt Bok),
AFP ng/dl, PIVKAT mAU/m1, CEA ng/ml
OB | RS REE, BRI, REEONE, EHERE
IE, EEEicEE, 3 - K, FRMIRaRE, O ANE
FIMRREWERE,  BAETRE, FUIRIRFEREIS TAER
EgEWr | BAZEMEE (L, V),  RFHEZE (L, »9)
JREEZS M,  compatible, &HEM
FFRLEIR
Z W
PBC | #%:, 5w PBC-ATH Overlap JEfE#E
EGPEYREH | aPBC,  sIPBC,  s2PBC
FERRIREE | T, 11 4, I IVHi (Nakanuma, Scheuer)
H JSEJE | Child-Pugh (PBC) Score ( ), Grade A, B, C
Ft% | Mayo U A7 X277 (R) (), MELD 227 ( )
JEAL | 1) FRIREITRL,  2) PINRIETLER,  3) FARe
E R | B (R, PEERE, |, ik (BREE, PR, &)
EHEER (B, TR, |
A OF | AEE IR B, Y |, BBk W, g &), ME 8%, % &)
AR EaE (M, WY, &), WEfrE (%, R, &5, BHRE (E,
R, W), va— 7 VIIERERE, BAR, BIETY v~T, Zofh( )
i (HCC, CCC)
FFRLEIR
BT #t
PBC | UDCA (600mg/H, 900mg/H), ~ 4 747 b=b (200mg/H, 400mg/H), PSL_ mg/H
i N
XL
B PHER
XL
FF# M| YmsEeL,  CFERAgEMER, BEME~Oz YV ERED LD
KR
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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. JEMEN
PBC & #ESEMEME PBC 12/ S AL, FEO DA, HIE, RiEEFK, K, FFHENER EFREIC R
S< BMMRIER 2 BT DA ITEMNE PBC L IFFYY, 6 OIEIRE K < AT EIEMNE PBC & FFE
na.

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 LN L & BT, AMA (B PDC-E2 Hifk7e &) kT 540 F A3/ NERIREAS |- 12 H
FOREIZHFET 572, BERENISERBST2FTARRO LND Z & L0, BERERFICIIR
PRI, L0 b TR GRS EE T M) NEE KB ZH> TV D 2 ERMHESN TS,

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,
BAEBICHEIEN T 2 X 01275 ®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,

JRDETT U EE 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 X DFEE LD AETRLT <, ZOEIREOMEAIC X ML T Tl THTIDHRET
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 Z LD TE WM N iFN/ IR OREETH D, Lizn-
T, ALP - y GTP 7 ENHIE RSB O RERR N & — L Zon 9 — 07, WA LITHE OYLE - 17
BRI &, Thbb, BT oA KB L& T —Z BPRFETh 5. 6, Bk
DODOED, P b2 FUTHA (antimitochondrial antibodies; AMA) (& PBC (25192 ¥ AR L
PEDMESD T2 od, BFEO 2 J5UTHNR T AMA 23B51: C & 41U PBC ORZWHTIZIZFEE 2. AMA Ot
ity ba X T7HUE (anticentromere antibodies; ACA) CHIZIEFLILIA (BT gp210 HUR) ZDHits
PURDK 50~60%DIEFI THMALT 5. S HICAIETIE, ®EZ7 a7V U 3EoD 55 IeM BN EEE 72
DS TH DY, W DE - BRI T EE < ER. AT T O FFEERRRR y 7
a7 o ERT S,
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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, IEMbEZ I D ofl, BIELZ < OEDBHEIN TN D.

APEEPHEIT U TTFEEICE > 72356810, MOJRIKIC L 22812509 2165 & BEARMIZIEFR T T
5. Al H AR O 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 WEEEE PBC DK T0% LA EDBZE S 10 FELL FIRIRBSETETRET 5. ol
ATIEDRBLN TS, ZOETOREITESHT, MEOCHEICEDL ETHFELET 5. UL YN PBC
IHEHEND L9127 TC, ZORKOEITILENIHRTH 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,
AR B FEIE SH TV 5 Nakanuma 2384 JHV 5 2 & TIHEIEE IS L OYRHIR2 I & T OHEE & wHE T
H5.

HIBEE:. 2, TETFUADBE C GEAS 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. |

OFFR « PBC I ROV GAT R GEFHMARA, CT, MRD) 1372<, PBC OEEZMIZAT 5 7= ICHifg
WIS E L L, UL, D > ORIA & LT oAZEMRIES ORNSZE 21T 5 ITITEE 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.

OTEFUALAYL 1a, HELBEE A
O FFERL - UDCA [TAPHEREM A E OB & & B 1T, D RCT T, AAMFANIC & AT 2 BAE S 2 208N
e

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,

Q@ TETFTURLNYL 2a, HEIREE A

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 SUTIR L T D ARE O & D im NIZIIHEEG- LW EREFE LN E SN TWD (B3
B (7 v b)) CHERATER ORI O K& (2000mg/ke/ H) #5112 X 0 MafraetE (BIFWRI) 23
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.

OTVETFTURL~YL 6, HEEREE CL.

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.

O TET U RLNYL 2a, HEIREE B,

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
PEHER I e G & STV D, BCKIZBWTIE, A4 KT A4 U5 TH 13-16mg/kg DEHDENRD i
THEY, TR L HARANTIEOD W EG&IZR > TV D,

FHEHFIZOWTOZ BT R0, FERICKH 2RI TIE R0, FHIE U TRAERS
TRXDLEEDRS.
OIRHL & 72 D 3THR

FOEmIKER At o AFAEREE 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
WELOTREZTHTLZIENEELVY,

OHERE: 1|, TEF U RDOME A (GBS 2017).

OFER. : PBC ORI AEMm T# 03, UDCA 5% ORI L ORRRY & L B35 Z EndE S
TW5, UDCA ¥ 5-D A FETEE R IE. Globe score =2 UK-PBC risk score (¥5-14E7%). Ehime
score (&5 0.5 F1%) GFAHWTHIET D Z LN TE 5, [EAGEE THEMONT - IEERICEE
LIHAERFZEHE] T, Globe score DA HAMEIZEIT 2 L sk MAEMFE N 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 TEIERENESLNZWVEHEAITE S L5 Lo ? GBS 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%

QHIBEE: 2 TETFUADME C  GAE2017).

OFED . PEHIC L0 kA b PR (IHEREER) OBGENIIFF SN D, L LR bEM PHREGEIC
BAL Tl bT v A ZZ L<, Bezafibrate |Z X 2 BHEREIKN T, Fenofibrate (2B 95 A2 FEAK
ElLbHESNTND, LEDR-> T, MlriEREZZE LGN, I OITFPEAZ L IFHIRRD
NRAHE L7 ECTHESED R IEZ I35 Z E N E Ly, UDCA 2k L CTRVRA 14572 PBC BE %
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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,

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

FRHL & 72 2 SRR
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.
D0il0.1016/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: NI UAT I F—PHENEMEOEREIE, AIH & DA —"—F o FIEF ORI RENEAZ Z[E L, 2008 4F
DOEES ATH 7 /v—=7" (IATHG) O Simplified criteria DNmfFAOBRESICITEIBRRE AT 24 A
BRAD.

Q@ TETFTURLNYL 2a, HEIREE B.

QR : PBC-ATH A — =T v TREGEREOH TR 5N TWD L H 1L, N T AT I F—BENEE
DIGEIX, ATH & DA —"—F » EFIORIEEMZZE L, 2Wia1T75 Z ENEE Th 5. PBC-ATH 4
—R—Z v TEFOZERE LN, FRE L TCOFEEMEICHL X0, Y K=Yy &T 20~
40mg 7> 5450 THET 5. UDCA & [RIFRC AR T, UDCA IR 2 Z & A < ke L T 54 5.
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http://www.ncbi.nlm.nih.gov/pubmed/26491252
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 iBiNZEY%E

QII-2-1 : Bezafibrate X ED X 5 RBEHIZED L HIZEWE LTz b Xvh? GERE 2017)

A: QII-1-6 (GBAf 2017) 22

QHIBEE: 2, TETFUADME C GAE2017).
O fEH - QII-1-6 GBAF 2017) 2B

QII-2-2 : Bezafibrate TED Y A 7% ?

A EEIIEETHY, BHREREORAIITEERG TS, MEUHRMAEORIEIEENLETH
%.

OMED  EE LW OIIEUAMAFE CH D, ENREWERTH DM, & ATHEMOENA, &Sifod
MNIEBRVLETHD. T2, BIORAZF LU ZOaAlLATa— UETHE WS L XICRAT D
DTV, ROSL BIFEREIZBITHHWMOHEL, FEO LI - ITWivA, FROMS, BT
R, RBERIEET D, 13, TFH 74 7% —KER (CAEE, 258K, HEOEOEN,
BELW (B—8—)), BEWEEER. (B2, SEORE - KR, BOONE, OENREY, K,
HoFim), MR, hER, B8R, WA, MHEROKTEIFRESNTWD. £70, FFELREIER
L LTHHARHEELROOND. ULT 7V, TARREF L, TR 7T~ A Rl Lo
HAERANS®E ST 5.

3. BIBREARAT vA K, ZOMOEY

QII-3-1: BIBREAT uf RREIXED L 5 B BENEINERDN?

A : PBC-ATH Overlap JEfERE T UDCA =X° Bezafibrate T+ ENE DI VEF TEE SN S.

QYT U AL 2a, HEIRE B.

OfFEDL - PBC ICxT DRI EEAT v A NI EMREEOSEHIHFONL OO, RWEHTH D E
HUFRAE OB « RN A S, B TR 2RI LARZ E S TWna. Lo, W60
72 PBC-ATH F—/3—F » FIEGERE~O PG IT ALT, AST OBRBIZHN TH 5. PBC-AIH F—_—F >
TIEEREDOZIWNL, EESZWr EHER S D A a7 #5519 % . UDCA X° Bezafibrate TH43 72 zh s
BONRVEER IV EGE2EET D, 20X ) REFITIE, R CIERN]RLS, hT AT )
—BEICEBNALND. BIBREAT oA FofkhElL, B9 1 HE 0.5mg/Kg LL OV ERE
DHERES LTV S,

QI-3-2 : BIBRREARAT vl FEEDIY A7 11 ?

A ERYSE, TECPEEE, KRR, EHERE, RIBHERER RS ICHEETANERD S, BHCEHE
DIET L7AESI TR E T O HBUET BB ETH 5.

SR BIBREAT oA RORWEHOZET U A LoUid @, i R, JEIESE 524 U570,
FRZMEIIERNEH CTIRE 2 7T A4 7 U ZAMET LTV D AR H Y, MENLETH L.
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QII-3-3 : hDOEY THRPBERINTVDI b DITH DM ?

Az T Ml 2 EERILEGBR CRIRAFEN S 73372 0.

QLT URAL~NYL 2a, 2b, C HESREE : ClL
QfEH: T AL ULTE L 2R, Methotrexate fll FRRdERY A PBC ICH RN TH 5 & DA N
RINTWD. A E &R 2N & S5 Budesonide Of FABIED A HITEN S % WIFF
IN5.

1) Azathioprine

2) Budesonide

3) Chlorambucil

4) Colchicine

5) Ciclosporin

6) Methotrexate

7)  Mycophenolate mofetil

8) Penicillamine

9) UDCA, prednisolone, azathioprine {3/
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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. |

QTET U ALN)L 2a, HELREE A

@ 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
FODRVFINLIES HEHIN TS, TET U ARKRITZ L. §iBFI% OGO 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 ?

QT UFTUR LYV, HEEREE CL.
SR it A X I AL, ZOENCT ISR TIIEH SN A H 503, PBC DREEEIEIC
B35 evidence [FFEFITZ LV . EREIOARIRIZR L CIE, ZOEFEERICE VRIS,

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

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

ST U ALV 1a, HELREEB.

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)

A: FNT T 7 ¢ i, PBC & B B R IS RE O S RREAE IS L CIRIRTEIS O B 2 IEFERITH B, T2
72 LERRIBERIC Té&ﬁ%ﬁimPﬁﬁm PBC FBF 2T 2 BRI RIIATHTH 5,

QWIZE: 2, TET U RADIEKE C.
@R : PBC HBE ORISR T D Shak i & R ZEM N EITHTH 5,

Wi primary biliary cirrhosis [Mesh] AND (Nalfurafine ) (2011.4-2016.12)

FRHL & 72 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=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

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.

QTVETF U AL~ 4, HELREE CL.
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—
IVEER, KERESEHEITORERED 350955, W 1 2267 58548
2. MR RN H 556 (BkeE b 50mLl k)
TOI U =HNT T AF g O Answer TIE, LRt FEAE L b DOIEEAEEHERE L 722 7) (T score
=2.5 DMEIX YAM70%, T score —1.5 2MEIE YAMBO%) . r=ifhin, BMI A, #HARZFAOMETT 72 & OfalRR 1%
FFO PBC BEIZEB W TIIFRZIEMIRIE O BT XX ThH A .

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

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

O tETFT AL 1b, HERE A

@ 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 ALRL 1b, HEIRPE CL.

QR [EMER vitaminD3 BUHFISC vitaminK2 SHKZ-DWTIX PBC ICRET 55 — ZIXFEFITZ LAY,
AFTIZZAETPBC I LTHHA SN TWS. BHRIEZTD b DIZITAMENGEHA SN TEY, &
HWRIED VI 2T A K74 T ialendronate 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.

QTUEFURLNL6, HELREEB.
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

Qb F U RN 3, HEIRFEB.

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
THBRIITERTHSD. £z, VALY TAIFT a— VI L H1EE%ZIZOALP, @E I LEY, @
ASTREHETH .

OTEF U ALYV 2b (—EB 2a), HELREE A

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, PBCOIEEE LCUNLYTAXFY a—@BBRHOCLNDL N, ZTOIREICHT 5 tE
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.

OHELEEE A

AR, : PBC OIFHRBOMERE & MEIRICAIHENS ERICH 2R L H D Z LR HESh TR,
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.

OHELIEE A

O fEDL - AR X 52 PBC O P& BUER T & LTI PBC OFFRZ, PBCICE 2D AIHENEE 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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FNTRNSDDOLEELEEZ HLNTND. S 2 TR _XKELTHLIIHDS.
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QTETFTURLNILG, HIREE A
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QIET VALV 4, HELERE B
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QVI-1-1 : BRI M2 R L L b XV ?
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[. Child-Pugh /33D AR 8 M UL EDIREEICE - 72554
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a) IMIEHE UL EED 5. Omg/dl LL E

b) JFPHEAMIE

¢) PANRIETCEEREIC X 5 Y810 H i

d) HETRPE R IE K

e) FRFMEMEEMENGEESE, ITFRMEMRE, MRt

£) FFEA O

g) RIRZFFZ 5 1F E DR EEERK

h) EEOCEHERK, B L X HEREICED QLOFELNMET
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@O Mayo VA7 227 7.8V F
@ BAFBHEIGHESTT V6 5 HE OB HERDN 50%2L 1
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1) — A7 AR S 2R
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TP VERE IS, IFRHEMERE, JFEER e & 04 0F.
3)  EEOEHEREC R EREEE R < 3 LUV QOL DK .
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PR EREEN R F LW QOL DI F bl & AR ENTWD, 72721, Wb i< B s s
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2 )Mayo Clinic D F# FHIZ (The Updated Natural History Model for Primary Biliary Cirrhosis)
MNMayo U A7 27 7.8 Bz - REE
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5 EIFBHEE OAEGFREMET LEEE G RTHD T, Mayo U A7 A7 8 7.8 272 HRETOBAEN
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RSN TWA., —FH T, Mayo U A2 237N 7.8 2B 2 THLBMBEEITE LW, {R1ERN
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g EEIXMELD 227 12 N8I TH A9 .
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T 5720 OEFIHENET T Tl R — O EIFIC LB et S M & BT (S0 D imPi %
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