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篤
ノート注釈
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篤
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A BRI R G (BAPER BRI 2)
HEVAREDRT - MBI T2 BT 22
e

B SRR I BT TSR

e e R SAIE  RERZERKHMESENE FEHz

WFZEE s H O METR (ATH) SBSICBW T, ATH ICBT 22 - BENTEER Rk &
ORFFRRIUC EE DWW CRoWra s, SR HESEME, | A R T A OFRk & SET 21772
FZEEAME LTZ, EEFEEICB WL TIE, 105 fig%h 5 1682 Bl OFHA N EIIN S v, Bkl
WStz (2009. 1~2013. 12) FEGIOMEMT 21T > 7o, SVERFRE ATH I DWW TiE, ATH 258
AP%%%D’%EW%%EL\%%-%ﬁ%%&mﬁ%ﬁw\fﬁ%%®%@%%6ﬂ

. BURToORZMHERI R 2 AER UTc, BEERCHIERUEIX, Tk TRMEHIESIN E72 565
&@ofwtﬂ &@%rm HIETE DL I WELK PIRATA K74 0%, TIE

S8 AR BT IR IE 3 TERATEDNT - NRER BT T 2RAENTIE ) BECIERR S
tﬁaﬁﬁﬁﬁ%ﬁ%ﬁ4%74/(mw$)L\ﬁtﬁif?yx%EMLﬁaﬁEﬁﬁ
RZWEHTA RT7A4 2 (2016) ZAERL LT=,

AL WHEREY (CEEFAEZITV, 105/E%E 2> 5 1682451
A ORBERTR (ATH) ARRICBNT  pmanmrt s ni, j@J:AH#q:j;/J{:EI,ﬂ% 160. 0

i, R - BENTA S SN L, ARES w3 amcR Akt ¢ 6, 7C Lok

K ORFARBUZ ISV TRWR S, HiE mﬁﬁﬁ%%%ﬁgf%otaémﬁ@m

EOHERAR R A BT A OIERESE jppepit (FH9{K) 1ZAST348. 5 U/L, ALT

RIEATS ZEE RS LT, 386.5U/L. ALP505.3U/L. TB 3.5mg/dl.
Brgcimgh e LC, LIFOOHBZRML 146 9352 mg/d1Td 7=, ALTAS100 U/L
= LRI 16724 #1520 (31. 1%) 1g6731700
1) AIH 2 [EREE mg/d1LEL FIZ 1279434801 (27.2%) T
2) MR AL ORI - BRI BT S Bk o g2 1604 T 165041
ﬁ%mhﬂ®%m 1154005 (93.3%) A40fELL ETH Y |
3)  HEREHIEILEORHE & T HLADRA4IE2951| 198 (67. 1%) 75— 7=,
4 B QLA IFF 93 B GRT 3.11 208 e 41T 251160
5) BWAA KT A > DUFT Bl (80%) . ZMENFRITIEN (12%) . JFRE

z%m(m)f@otoﬁﬁmﬁi\z%
B. HFJEAER - B B A RIRFEIE1664451 11133641 (80.3%) T
1) ATH 2EFRE (GH5 BREL B gem . wms A B oot i 1330me/ .
R, I-ALIE) 97, T TN E- % 323, 5% TR AR,

AIBIZFS T 5 20094 LARE D ATHO IR 2T 1A RUS OISR G LY 5 o
B EIRIEA B ET D EE RN o a1 (UDCA) 23120841 H11086(]
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(89.9%) . THF ATV 31464
(12.1%) THEHE SN T\, A7 a4 K
TR D 72 328051 T IXUDCAL 276451
(84.1%) THE N TW\Wiz, A mENME
PRIB DG PHE165961H140141 (24. 5%) T,
F 2R BB MR R 12541 (7.5%) |
¥ — 7 L EREREISH (5. T%) | SR
PERRYFMEARAE 2 (PBC) 60f51 (3.6%) Td
ST, = R B OEOHI 164661108
5l (6.6%) T, HFHBRgEE3061 (1.8%) .
U201 (1.2%) . BEE1361 (0.8%) @
JETZWiERTH -7z,

S OITH T ATV, D) milnE. 2)
BYE D IEMIFA DM, 4) A7 1A Rz
B1.5) BB ORHE A BT 5 2 & &
L7z, ZOfER. wils, B, RS0
T TIH B SETARATHA =2 7 MK L, &l
Tl A CREEREAOFERPMED o 7o, AT
DFEFT CTIIAT B A REZHORT1X
HLA-DRAFZME  FRR DK 711 gGrRfETH 5
ZENIRENT,

2) AVERFA ) ATH DGR « FRELEEAT & 5
Bz Wrtast oK E

(P2 - HREL JRHE—, BB, W
sg—. PIESHER, SRR, ZHE)

BMEFRERRIE T DATHIIFG TldZe < |
FRIZIEITIG T & 2 BT R HIATHO
IXHIRREECH D, 7o, —H TIXAVER
RENETLTPHREBERR LR D, ZHLHIE
BlOZWEB L ORERHEZRET D2 &
ZHME L TWD, AN R ek 2 H o
VI A 2678 L B IR - i BREFAM AT T L 72,
JRERREAM 2 B3\ U FP P HE 7O 2 (U e
PR SIERE) (I bl A TEV 2, ATHSY
B2 Jifi gk 2 0 2 86RE M &l L 7, IR
T — X Tk, AMERATH & BRI 2 S

nz
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AUTIEBITIIANAREYE, TgGIEFFIH &V |
2 e (& < |TZsimplified criteria)
DI TH D, 1T L A EDFITAT
aA KRGS, BRMGFLN TV,
R ZZBD L0 b o725, ANA, TgG & FiF
PRIZBIEE L 72 o 72,

KRR LTI, 440 OFRBLZE O HE— WL
& U CRWEATHC ELERV R & S 7z
R, (centrilobular =zonal necrosis .
perivenular necroinflammatory activity,
FENDARIE  cobble stone appearance,
emperi

plasma cell infiltration .

—polesis) WBHIF Bz, LovL., ATHIZHE
e S D ERRET LA R JEFNZI W T
HIRRBRIC K X 71T 720 o T,
INHDZ L ERE X BURTORMEY
ATHOZrtaEt () RS,

3) EJERSHERUED TN & ET (FHY
IR Z . PARMMZE  NFE, i)

BIIEDAIHRZIE AT A R4 CHRALE
FE ) E R HEIC WL, E DA MRS
DUWNTHIRRFEN 72 STV,
FCOHRET—F (HEGFTRbED) LT
A D ARSEHED Y M A M L CHIE
EWLYGET T2 L2 BE L, THER
PEDF « REER BRI BT 5 AMZEEE ] D
BB T — % A FERRKFET
DORMIFRERET — & 2RI E & | EiE
FE )8 FEHE D 2 G VI OV TR 24T -
Too FEATAER N D, LT B L OBMHEICE -
T i 1 13 4 C ERUE B R Y D ERE (2 f)
BlENT=, LI=2-> T, BT BEIEEHE
IRAMERF AR BN SOV TIZ FEEICE S A
REMEO & HIER %2857 2 ETHHTH
DT EDNHER S, Ll BHAEEKIZE
DIEBI T, BEfEPR B ORREE | A OHER

-
—



EMOERGFET D E2EL BEN
VETHY S%ERHMRFNC LD HEE
FOHFELNLETH D,

— 77 NBNYESEF] O BEAE RN & B S 4
Too 22 °C, HIEDOHEEEL RE L,
PR AT AT 38V N TAST £ 721ZALT >200 U
Sl HHWEEY LE Y >5mg,/dl I
D HFPT<60% HIM CTHIE L HETE D
HDOIZEE LT,

4) B3 QOL FiA (P52 ; K9LIE)
ATH @ QOL A 2>\ Tl Z v £ THENi
SN N BEOLMREIZE T S
FEREZET 20BN H D, ATH B 275
B, xR & LT C BB AT A 88 f,
fdt 5 N 97 2% L T Chronic
(CLDQ) & SF36
v2 (36-Item Short-Form Health Survey

Liver

Disease Questionnaire

version 2) Z W CiiAE & 3206 L 7=, CLDQ,

SF36 4L(z ATH BE ClrEfs AT~ QOL
OIE TN DT, ATH BF 2BV T,

il T RS QOL & BEd L FREZE <2
BOHEDTFAE, E BIIFAT B A REHAN
QOL K FIZBIE-9 2 Z &R ST,
ATH FB3E DTS OB I3 NI ~ET
LTHEY FHELCAIHES DICIEFAT A
NEAICRE L2 B QOL A B
BlATHELELEZ LN,

5) BHETA RT A OET (FH2Y : Bl Eh
HERI, REGLIE)

A= 5 B8 R MR R S IR AT ST 3 T
TRPEDRT « REEFR BRI BT 5 A FIE ) BE
(WFFEMERE PENEY . B i
nEaRk B#igk—) CER S B R
EVERFRZIETA K742 (20134F) %

Knz

HEREL, WY BT L., B EmE
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PERFREIET A KT A > (2016) Z1ERK L
T2 20134 & [AIREIC, mEF R LD
SCHRIZ O T X, 1993/01/01~2015/12/31
DFICFER SN T GED R E im L&
PubMed-Medline )2 T} Cochrane Library
IZTHxF—U—FRE LI, 62, F¥—V
— N TIBIR S 2o 7o STIRORR 3R
KIS LLRT O SCRRIC DWW T H EE L
bivd b OIXERMAAREE Lz, 6/ E (FF
IZBRCK) & BARTIL ATH ORFEEE., HlorE
FRORIICHONWTHE X DIHEZ O D Z
ENRZL OWETHLNZIENTND D
EMD | EEHRMEEE, BT Pk
WG ES TR Lz B ARGESCER © 1l BB
MU 7o AR R IIERZE B THEIZEA
BRI, 3 A ES T BRERIT,
TEREYEDNT - MREEEIZBE T 5 A
FEIBECHTR T 2 BEE RBITIEfT L Ta A
V%%ﬁD1FE%MiT:ytyﬁx§

PIETA T4 0%, EREOENR
&k%_ﬁﬁﬁ_&ﬂﬁéﬁgﬁ%éo
(&#H)

ATH%S ﬂATiAm [ERH AR R, Sk
HIATHOZWria$ 22, B EEHIE A D
Rl B QOLFRARE S, B CmsEEF &
(ATH) 2T A RZ 4 2 (2016) & Al R &
L THERR LTz,



JEAE T BRI FE A B A

N
N[N

(BT R B S BURMIE S 5)
HEIRYEDIT - MEAR BRI T 2 AL

BT &

ST R B TR T R O R

e HE RH E—

AR ROK 721 FEOR BRI 2 del = =2

PN N R e 63

WFE BT - AR O B O R (ATH) OZEHES G2 M%) 2Bk
AL Rk 2T A28 AT T TIEINAER 2 6 AR B FRORRE 2 24T LT, SRk 27
R 13 Bl A et L. ST REROERARIER 2 & U7z ATH I B 2 /M i
wIRE LTz, Rk 28 AREEIL, R 94 il /NG 13 Bl 251, & E L 7o kfk T
HIPT LD A 35 L O EE IS DU TR L7z, BRI SR AR ATH LIS O e
DATRIR X AU T S SO A 28 9 (51 55 % BR N T2 E R L 7o 5, eI 284% D ATH ©
MBI DA RE LT, WA AIH ORI TS & 5B E MR &
emperipolesis (ZH1&A, /NEFLENIZIS T DEEERIENEZ AL (centrozonal necrosis
ZEte), JREMIRE, MR ECaRESINZET b, 2 b DT RIE, BIKEY
WZEMET Stk & 29 5 ATHSEGIORTAERZIBNCA 72T i CTh o Z L 1R STz,

WHIE A - W A

W, AR, BB, TPEPRET,
L E—, PTERRERN, LHE, mAREIR,
AR E], AR, 8200, PR,
NHFNEE, RIRBE— iR, BT,
KF5LTE

A. WFEHBY
BRI A 3 A 70 B s
2% (ATH) O FAH IR BAG | JAR MR B PE
RTHY ., 7 A VAVERIERF R OS2
AL B o B\ AT A D G R Rt 2 7R
T AIHSEBIDFET DA, AT T D18k
ATH 2B 2R 2Nz T, 73 207
PREBD 72 WEMEFIE D ATH JEBI A FEAES
%o B DOBPEFRE ATH Tl Chuikiz
P, 1gG 1B OIER S 2% < | B O & i
ATH & ITRER B L OYREM S 2 BT L, f5R
B2 WNE S 7e 0, BIRER ClE, BrEF%
HAATH ZWi1E. 7 A L APERF 28 o3k i M
B e 2 BRAS UL BRI 7 — & 38 L OV B AR
BB DOERETTTSLERDH D, L
2 L AMERTF 2 ATH DRk I >\ TCEE
M7 R A e SN TR BT, =

_29-

PWHIE O & 2 R0 & 72 (3R B 70
BWATRNFET A0 L RATHD, S5
12, BYEDIRRETH D7, R & AT
L CHERRS ORI 2 T 5 & HEHl
NDHM, ED XD 7R FAIHERS 251U D D
MIIRATH D, AR TIL, 2MERIE
ATH 3 X OV LA ATH 2> & O A M BE 4.
F RO & & oD SMERF 2 ATH Ok
fadt AR W 5EYE) 2Rk~ <. A3
K VERE LR AL XLOVNES 23512
JRERFT A OW TR L7z,

B. W95k

1) %%

RMERT oAk A = U 7= ATH JEM o HE A=A
BB L O Yt 2 ARFRD 8 gk (B KK
5, MIILRE, BERE, (N HER
U H—, HREESERKSE, mEHR
SEER R, PR 2L, FESRik
M EERIERE) &0 Rl A 94 i, /N 13
1 % $ AL EE U R BRS2 B0 MRAT % A T
L7z, 728, BARRELI2AIC T3 2 ik
H ATH Z= D R B O FTEN B & D372 JEH
FHRRFRREHT TR BOOHFED & 7
& 7p o TRER], FEZSIER], Yeta R RIZ &
V) ZTAI A RESE B 2 B\ N 7= B A 87 3. /N



W12 %7 — 2 AT H ORI g & Lz,

2) AWE ATH SR EERR G O B,

Rk 27T 48 H 28 H, 72 Wk 28 48
H5~6 H, @RIV THEE 4~5
L, SRR 27 ARSI AR AR
ATH THIBL T 2R EEAT O E, “Fhk 28
FEFE I BRI RO AR L ORI
DNT TN TOPNEEERFNZ DV TR L
776

3) fEm~DBLE,

FRRERR A C DWW T hERR = & DR E
Fm e SN Tnan, Bt/ X—F v L
2T RTF—=FNIZITBREL LD N %
FRECEDIHHITE T Zeuy,

C. WFJERE R
1) JWBERAT A D E

DB KR FIER] 13 il 2 VT, e
RERI ATH (ICHET 2B R L LT
FLOPT LA RIE LT,

FHARIEG © FAARIECAS (0~3+), Interface
T2 (0~3+), TREMIRE(0~3+), i
BEE (0~2+), PIRISE FH O MR = £
v ZIER (-, ), PANREGERHE(L (FO~F4),

/NBEN @ centrozonal
necrosis (CZN) (=, +), /NEEFLET S - i,

i (=, +),  HULERARO N ERETE /P B AR
(= +), HLERIRE PR RAETEE (-, +),

FENEESE/RIECIN 138 £ 3] (0~34),
T REIRECA KBS (0~3+), FTHIIasE AR
B O a8y 2k (-, +), BEaRM
fa [CZN (= +4), /PEN (- +), PR
(1], FENOE MR (0~3+),
/NEEHLLERRRME L (0~34),
emperipolesis (-, +),
2) NG C D AT ik SR

SRR 54. 5 k. B/ 4c=T75/12, AR
FCTOFEIHIM 21 H., ANA 40 524 EAEf]
74. 4%, ASMA 40 LA ESER] 8. 8%, AMA 40
2L FIEM 1. 3%, AMA M2 B EESEf] 3. 6%
ThHolz, FATROBEIEER, F72iX 1+
PLEEFHI L7EROBEE AR 1 £ 212
AT, PRI CIERIE, AR
80% LA EDIEFNZFRD B v /NENTIZ/ N
HEX . emperipolesis, EAMAIRIME,
AR A AREL S S m B Cdh o 7o, CIN 1T
57%DHBLRTHh -7, £7-. MR X
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WINENOFT R Z2 &Y% L IEE MR
X 96. 4%, tBFEEMADO MBI

84. 5%, CIN % & ¥ 7= Do ER k& DHEE SE A
SETEME OB 1T 81. 4% Th - 7=, PRIk
DFFHMEAIX FO/F1/F2/F3/F4 = 28/36/20/
2/0 ThHU, EHBHMELEZFTED 72 FOSE

BNE 32% DI TH -7,
1 RRAB PRI O
T . iE A5 (B )
FIfRIE K +1 2L | 78/84 (92.9%)
AR +1 Pk 76/83 (91.6%)
Interface if%¢  +1 LAk 63/84 (75.0%)
MREGHR ML FL 2L E 58/86 (67.4%)
BFERARME  (+) 47/84 (56.0%)
JEAEREE  +1L0Ek 42/84 (50.0%)
FINRIE B D = 2~ MEAN(+)  34/83 (41.0%)
2 B NEENORTR
i) SEBIE ()

INES +1LLE (CZN Z2F&<) 84/86 (97.7%)
Emperipolesis (+) 75/84 (89.3%)
WEMRRE +1 20k 72/84 (85.7%)
RSB CARRECS +1 2Lk 71/86 (82.6%)
HRL IR PREESERAETEPE(+)  66/84 (78.6%)
BEERME  (+) 65/84 (77.4%)
CZN H otz E /M (+) 40/84 (47.6%)
HRLE RN R PR EIN 2 (+)  58/84 (69.0%)
INEEULEERAEE 10k 52/84 (61.9%)
INIETLER S o ifu/HfL+1 2L 50/84 (59.5%)
Centrozonal necrosis (CZN) (+)  49/86 (57.0%)

CZN type: collapse (+) 34/86 (39.5%)

CZN type: lytic (+) 37/84 (44.0%)
ARSI e € MR (+)  44/84 (52.4%)

3) /INVRAEC D AT G S

INRB DA 341X 10 » H ~14 1% T\
B/1=1/6 ThoTc, AT HOBGMHIER],
F 720X 1+ LR &Rl U 72 SE B O BEFE %
%3, R A4ITRT, Mk I E MR
T2 1 5 RIED 80% LA | CHERE S 4v, /1
HENTIL/NER ., emperipolesis N2 HIT
o7, 7o, BRATEATHLERE
P B BF S FETE MERS CZN D HY B 2R 73 o0



VMET 238 o T2, BRAE(E DOFREE 1
FO/F1/F2/F3/F4 = 4/8/0/0/0 To Vv . ##
HEAEDS B SEIEBNE 22 Do 1=,

F 3 /NS PRI DT R
It A SEBIE ()
PRI +1 20k 12/12 (100%)
Interface iT%¢ +1LI L 9/12 (75%)
EMdRE +1 0Lk 10/12 (83%)
RERE +120k 6/12 (50%)
E‘E)HH'EEEJ% DXy MUK 7112 (58%)
F 4 NEB NEERNDOFTR
A R HEGIER (BREE)

Centrozonal necrosis (CZN) (+)  3/12 (25%)

CZN type: collapse (+) 3/12(25%)

CZN type: Iytic (+) 0/12 (0%)
emperipolesis 12/12 (100%)
INFEFRLES S o M/ i +1 BA k= 6/12 (50%)
HULERIRN BB IN R (+)  5/12 (42%)
HLERIRE PHERSERAETEME(+)  7/12 (58%)
MR +1L0LE (CZN Zk<)  12/12 (100%)
FT Al fa B A RREL A1 41 LAk 8/12 (67%)
R ey MR (+)  7/12 (58%)
(e =w il

CZN 8 2/12 (17%)

/NEEN 9/12 (75%)

PRI Y 1/12 (8%)
TWEMRE +1 Uk 5/12 (42%)
/NEFLDRRAE L+ 1 DR 1/12 (8%)

il A1 C DRR R 72 SR L 2 MR L 7=
A1, 217, PREEGS X O
FRIRIEPH & & IZHRHE(L S B L ORER] Tl
FIEN B AR E COWIBINE N> T2,
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1 FEIED DA £ TOHIM & PRI

HRMEAL, & DB E

p=0.026

150
e em

100

50

Day from onset to biopsy

Portal fibrosis

2 FIENOEMRETOREL FLF
IS PHBRAEA L & 0> BEsE

p <0.001

150

100

50

Day from onset to biopsy

Centrilobular fibrosis
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B L AR L D RERBNEHTH
Y . zone 3 fHIED CZIN D AR TR D
—O L LTHEINTWAD, LL, Ak
PRYEBE A — TR O SR P B
THRMIZAONDETRTHY, CZN D
FIZIEB L2222kt 5 R&CTh b, F
= A BIO AT R AR ATH O AFRAE 1] &
F W7 R 2RO T, CIN o I ERAEE
X ABIT 57%., /NRBIT 25%FEE CTH
D, WL TEWHBETIE o7z,

F 72 A ATH OFHS T & 5 T E ke
=i L OP Rk & fil oo pl Kl O e AT
RITHARTEETH 20, IR DO ZELD
Z LWERS & 0 BRI O ATH O
BGII A 72 K20, A RIORET, &
PERFZARIA ATH CRBEEIC A DL D FE
WORIEFT ABFIET D Z ERBH e
72 o T BRI AGCIE T LAY ATH O 85
Th HE MR & emperipolesis I
Iz, O ERRIE PREE SEAAETE 1 2 £ 9 /)
BER, MFR AWM, FREaRELS ]2
b, IR E TR EEZ D
Niz, UL, TS ORISRy M T
ELOENZARRIATH LR 4%
W DL EEN B D M RAEF AR
ATH OFE#RFHI2 M OB I T ERRAIZ 38
WPERTREE O P REM: 2 T& A 2R ET
XL, BEDNS ORGIRIGME G D MLEED
B4, Fin MERFEER O—EE LT
R ZEIE-SCHEY 5 - 7e & D F Ot 3
PEITFRE S 2R3 2 AT Lo A 3 2 SRS
Rt L, BRI & S IR 0O AT HE
PEDOF ARG T D MENH D,

F 72 A RO XV BEEICITFR 233
JiE U 72 EHA 2 & BFAE Wi TR = TR
WZOWTHRE LR HFRRIEND D
B ORGHE & & HICMIREE L O
IR JE PH O RRHEAL S E R 5 Z & 38 &
LD, T OFEIBROHME LT T S
WA ATH OFAFRFAOREIL & 1372 0 1572
WZ EDRREINT, ek, AFRIORET
I HLA ATH 25 O AR b A RIE
B ATH & D8R 2 g8 AT o3I Al
RERHAD ATH & U TR L 7=, il o851
IXIRIR 7812 & O 1= R OB B
THhEVMBELE SRV, AIH O B8R
B2 fNT T D IZITEERFETH Y 5%
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S ORI NERETH D,

APERF AR ATH ICEBEE I A BN D
FENORIEAT R L L CORE MR &
emperipolesis, HLE/R)&E FHEESE % FETE
PEELE S /NER, BEERME, Tl
AIRECHIA B 0, REBENICE LTI RS
DT ROIFLEZ SRR T D LR H
Bo Flo, FIED O NFERBEITREE TORE
EO#GE & & HIZM RIS L OVNEF
EROMMEAL N ERT D Z ENRH LN E 2R
D, B A FEEE & U7 AMERE & Al
L OENCITEREZET 5 2 L3R
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BA BB A B e (IR MEIR B BURMIEE )
HEIRYEDIT - MEAR BRI T 2 AL

N

TRE AT &

JRFEMERE I MERRAE ST BI - B BFSE

WHoEmE B B WRREERNEI S Bl

WFIEEEE « SRR 26 R ~28 R 31T 2 IR S PENB - PEIRAE 28 (PBC) 43R OMFE H Y1,
T AOBRTBT DR, BLORIER S NTZENSAOZ BT v A THESINT,
WRR 25 PR LTeR AT A R A V&2 WET T2 2 &, BET, 2015 FEITECK T PBC
WANERSINIZO&EZT, AFRTHERIZE bRV & ORUHIN S - 72 FURMERHE T
| EWIORAEEER - JHHT52 L Tholm, BIFEHA RTA4 L DOSETIZOWTIL, 2015
AEIZEF 16 [A] PBC 2 [EFHE A MifT L CREAER L, bbbt T 7 0 77— ML, TR
4« FRBRER 7 K O ESER], QUL AR P A ML T ET v A2 ER L, 2016 4EITRIR A A
RZ A BRI 2017 ZAERL LTz, ETRAZERICOWTIEL, BARGETOH s & L TR
FEPERRHPERRE R 2 fE L. AAIIBR?S « AARELSRR PR ~SRA LR A TR L, WiPs
BLOHARESS TR - ARSI,

AL BFFEHIY - J7IE P
P26 4RI~ 28 AT HABIHE 5. RIEIHC RV TR SN N7 (7
I3 TORRIEIRI IR % (AT R 5 — b5 PBCIEHI BB

FEPENA-PETREZS) (PBC) 3B O BN, 6. JFAREICZE > 72 PBCIER| DO FHAM 7T

AOBSIZBIT DR B L ORI 7. AN PBC & IZHBT 2 ATEDOE DM
KENTFERASOZETF U RTHESNT,  F

W 25 EFEICIERR LR A A BT A > 8 FSEPERIH-PERAE &I B F A o
EWETTH L THD, Fho, 2016 4FIC mIME REITH

KK C PBC OFiA VA ST D% 51T

A THREBIZE DRV L ORLHNRH B. BFgeftE - 25

ST EFVERRIFVE THFREZS ) LW 994 %2 1. 55 16 [BF M ARV AR &2 E i
ERTHZEHLEERBELE -7, (& TR /178)
INOLOHMEERT D0, 203 ARFNZ I T 5 PBC EEMAIL, HPEIZ

FEMICIZEE LT ToE# 21T 7=, FT)E T % B R K 0 B R A SE W 5
1. % 16 [0] PBC 2[EFHAEDOKEAT « FRNT HIZ &Y | 1980 4 b L C 15 B F i
2. MBI ERTREZE 20 & JF3MEIRYME ST b, ZOEEFEIC X - TRITIC

REAE I~ D Jp3 44 28 5 D J& Jn BT % PBC FBHE L5 B 0 FEREFS I Ot
3. PBCIELTA FT74 2 (2012 FE/ERL) LT 0 FRTEHR CTdH D PBC I2x%)
DUGET TAHERNRICRKRECHBLL TV 5,2015

4 . R PBCIEBZ 63 D IR D% ARICHS 16 [8] PBC 2FEMHA 21TV, B
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SERB 2762 451 & B Sk 1415 Bl O HAE 235
B, MOBREIERIX 9919 Bl L 2p 572, 5
A AR E R -PBCOS. 1%, EfENE
-PBC82. 2%, 10 FAAFHRITAS % 94. 6%,
69. 8%, 20 FFAETFHRITHK 4 85. 7%, 57. 1%
&R REIZ bl U T © 7121
g LTV S, R R S A T S T
SEGNIE 169 Bl V) | i A RIL b 4R
175 86. 4%, 10 FEAAFR 83. 9%, 1544
7R T18. 9% CTH -7z,

2 . JFFEMEAL - MERTFREZE 2> © JRFE M AR -1
RAE 2% ~ D40 28 B D JE

AEBOIBFTH D ISR A8
725 (primary biliary cirrhosis) ] &9
JRAIT, Z OBRBNREAL SN YREE D
Z & A EDREFINIFELE £ TE - 12 REE
TRREIN TV U8 /4 Th o
meEZOND, LML, ZDO%HLI b=
v R U T HURA: ER A O#ES ToL
TAF A= AFOEANICLY, BIEITD
o & BT, EEREEOBRE TR X,
AT B PHIE T & A 7200 FEEICITATRZ £
TR L TWRWEFNIZEALETH D,
Tebhb, JFFMERE TIFEE] v
W43, 2 < OBF OFR &I TREEL TV
LONFENETHoTe, ZD7D, 2015 4
KR CIEAEE D4 23 Primary Biliary
Cholangitis ([ZE W S22, AAFICHE
PBC 43 BF2xd L OVAIH 5 RE T8 2014 4F
WZHERIZxE LT v — M ATV RS
PEREHPERTFEZS & D A A FIZ DOV T
DEBFAE AT T2, TORER, WHEE

(213 100% DREAG LIV, ZiaEsT,

2015 4F 12 A1 B ARTHL SR FE - BAHF
sf 2okt U AFZe8E & LT PBC DIR4ZE
(RO THFREZS | 7> & JEs PR
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M THRE ) IOV TORE ZITV,
e, BLXOHARESS T 2016 FFI129H
LN T A I,

3. PBCRIEAA KT A4 (2012 FE1ERR)
DWET ChERAFIE 1)

JRFE MBI PERRAE 28 (PBC) DN A
RZ A 80E & LT, [REMR 2017 OfF
ZAT o 7o, AEOBEIL, 1.4 DER
L BT, 2. 2011 FFRFEITIZ A) =BT
2RO EAL RN H Y BB L3 EE e 7 Y
=T AT 3 2 (CQ) \B) H i IZiBINA
WEE7R CQ, FFSEABE L, 2011 A8
T 2 TIThivz, BRI UDCA
TR DZNFAHE 72 & TR S 72
WIBA O GIZON T, & BITREZENIC
DWW, [HOQIZK L THI-2ET A
ZEML, N EEZSEL TWD, £/
AHR CRBRILEL S U787 LD IEEEANC S
WTOCQ b L7z,

4 . B PBC AEBINZ 37 D IR FFI% D 2
P

AMFFEHEL U FIT ST PBCR2EAT A R
T A »CUX, PBCIEBNI T 2 IR B AR KE
HIZHOWT, HEREEEDIEFED 1.5
I AN BILTRE, AST, ALT 28H5
fl% 29 D0, 72 3PS (TR
DAL Z R LT R HER S LT %,
L22L7223 5, PBC EBEIED U Y T
¥ a— Vg (UDCA) & G-eIcBE LTl
VP Lbartr 2356 TV,
PBC #2 W& DIRTRAFHRIE 1L DV TR
THZEEHME L, FBRANOSExIE
[FIAF 22 (2 Bk d3k S AU 7= PBC AEBI 1, PBC &3
Wr% 1 AELL IR S 7 28 Bl D
CHERTS 5 & Rl 7 E & fghT L=, 28 4



13 B3 2F44 3. 0 47 ] oD BEJE R 1% |2 UDCA
Z BHAR S AL TN, S 8. 9 AR %t
%O ALP HIZ EREICHELTRY,
TR 2 5 UDCA YRR S E~ DR
IFHEWLEZE X Do, £, 16 R
5.7 M), BRI O F £ A% TR
WBE I Tz, LEX Y, IHEREEHR
MEMETH Y, AST, ALT NEFEMEZ S L
TV 72\ PBC ER Ci, V5 TORGEE
BHIRFRIRE L TRY LB BN,

5. KFEHHZBW TR SN T 47
7 — M% 5 PBC JEB O BB (KAIRFHFZE
W 1#)
2001-2004 4FIZ KPHBETYT 4172 UDCA
& BF O b 5-3U5RE 1 O 1B B AL 21T
o o REHPREIEGNC 31T 2 169 B 4G 1
FEMONE L, T THE Sz
GLOBE Score & UK-PBC Risk Score % i\
THIHMET 5 L, WFhoZ2a7 T
UDCA g5 512 b~ C UDCA+BF CA E I
LU X7 MRV EDORERNGE BT,
UDCA # 5HEDK-EZ, Wl T#
IZBE B ENTWER, F 61307
LbURTDEWIER TR <, FIRED
BRI ORBENRENEZZ B,

6. FFAREIZE - 72 PBCIER] O A 5L
(HPRTBIFFE T 1)

UDCA V&3 L 0 PBC O F#I3dE Lo
D DN ARTIEIFARRITHELT LR D 2
B L T DIEBIN D 72 IS THFAET D720,
S OIEFI O ESE( LR OfFIIX, PBC
WFFEICFE SN2 BERBFEO O L O TH
%, [EIN PBCHEBI D = — MFZE S, O
B« FFR4AICE - 72 PBC AERI DFI 70%
I XIBEBRMERCEBEICHRE U L E VN
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1. 5mg/dl L EOMATRERI CTH D Z &, @
FE « FFAR 2T E - 72 PBCIEBI D) 80%1%
gp210 PUARREMETH D Z & @gp210 ik
BEPEIER]C b FIE R IR 2 B AR S
NWCIRE =2 T T4 T 2 2D BAF725ER]
DTRIZBHFTHD Z LR ENT, Fio,
R R AT I D45 HEUFF L VI KRBT & Zoffi AT A
HY, BEFEEORELELELTHD
FIE - FFARRICE 2T, B &
fa e 2 B L 72 bk & 72 IR 23
heterogeneous |ZRI5 L TWA Z & 23R
e X7z,

7. BAN PBC IR T D AETEO-E O
i (HFaFgE )
JERMERRHPERRAE 2% (primary biliary
cholangitis; PBC) A& D H ®IEIR DA HE
FEEESFICOER SN TEY 203k
BEHALNNITHIEITEETH D, DI
DAL PBC FFEAY QOL 3l R EE ToH 5
PBC-40. 35 & OV 57 EER¥ il REE FFSS % M
W, AR SkiERE o B AN PBC R 496
Bz xt4: & LCHA AN PBC E O HRIE
2N UTe, & ORGSR 57 - BRHREEE -
HLBRZ N E NV DFEIRIT OV T 15%, 29%,
50%0> PBC [BFE ASHEERELL | & 9 BF %
LTHEY TXTOERICH LTI 2L,
B D WTEE & 5 Bl A2 L 7 DIE 2R
D 30%DH T o7z, FIFREFERIIET
Bl - FEHETTHI D ENZI 4T%, 28% THE
SNTED ., ZWERFES. ALP, TV
7' X, PT-INR & HEICHB L T e,
8 . JFIEMEREYT MR AE A3 2 TR oD
Al & BT % QLN 13#)
RO FFRMERHHAEE % (PBC) D4
KRR B PHICET 2% A &l

-
—



MEEX 22 THAR T4 & BRI DfERIK 1%
D L7z2s, SERIEFEHIMAS 16 4 &
e <R BT A BEO Z AR IS R & W
Z & RHESEMRGE & L R PR RE D
B —PEASFEAR: S TR 2 & SR A
Lol FN G OMEREIEE L&
AiTTA) & WFFE T & D2 Y PEA FREE L | Aol
EEHET,

D. f&m

PLb, ABFRIENEB E LTV D
A RITA L DOUGET @IETA K74 B4
Wi 2017 DAERR) . 3 K OYR4 DA - J& %0
O IFMTENRT DI ENTE,
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BA BB A B e (IR MEIR B BURMIEE )
HEIRYEDIT - MEAR BRI T 2 AL

N

FARRER - BAEHEEROFS

Mo mE KRB RHEPGRENE - anme Bl

WHEEE « AP - BEPENRE R R, ORFPIRE AR AE O RS L flkivi &
DILGE » BT, OIFFEABIRITA R T4 RIE. QORALMENLE 78 DS Ahs R
Hr & MkRER A OIS « AT, @B EMEIRE RZWr AL HESOE . OBLIENRE 7 D2
FroREL BIEE LT 3EROHEFENC L0 | FINEAIEICEI T 5 28— Filldi &
ZNHIZEES TR AW L IE R D NIRRT A BT A VR0E, BALIEIRE R D42
[EFAA R R OFHE & TSR FUEPEBEPEIRE R (PSC) R2WrEEHEIERL, PSC &295%
FRHEOIERZIT > 72,

o D E F o — b EARIIENSRE LA A R
HEEE (FRHART) 74~ &b & iCETSER Norking Group . &
ORI (THEA) HRIE, CQOHREEB IR oT-,
FIREZ (& H RS ki) AL HEREAE I8 D% A AT AE RAFHT &
REREU ] (A i) FBLEHEE NS - AT
BB BAR B ) 2012 FEITHE | 2015 FFEIC b BIHHEAG
FEIEL . S s RET (R BHE) By B ARH PSC DT 1L EIR 7 &M L,
A (RS R ekt A &2 LR - BT LT,
W — (GBEAE - BRRL R OREA AR A 2 W7 ZE T E
PEFRERE R S &b EIRE RS
A. FFZEEM B2 KD P SCOBWRELIER L., Z

DFFNEE G 2T OREE & ke DA f1E% High volume center (ZC 1gG4
DR AT, OFFNEER I A K5 PIEBEIERESR (1G4 —-SC) Ll

U @I R oA g BeLS, o
B & QRO YR - 1T, @upfbpbingy OIS RODIRG A

KBTI BRI IR AL 25 DL RS BEALPEIRE e AR DRBIRIREH OB &

ity aibt T LT PSC IR (R L H A
DO & 1572,

B. BRgHis »

OFFFEEEEME (28— 1) C. BiFRR

1998 4:~2010 /F 4 O - =4 DI Aai
B AT C P RSN T, A FELHIIE 118 51 (25.1%) Tho7o, Heb
IR T, B - B fEBRE T,  ZVERIBAFNILERE TH-o72 (21.2%)
IFREZE O el - IFPIIR P R e sty T 60 mLLE, Zormr =77 7 R O RsiidE
R T 5HIE U i ak— Mge Az . SR AFNIE R, AFEAD A B2 TR A

WS RAT LT BINFTH-7e, Fiz, IFAIREROGR
OGN A RIA VT K F1XAE# 65 mlh BT +a—T7 7o

HAW LS e S GRS 4 k5 TERETHY, FFEZ OGN 7132 W
A2 (IR - 8GT) OIFRE TR ST A Ty T ORI S T
E) Clinical Question (CQ) k%é/\{,%7 o — Of:o %?&KE%%jﬁlﬁa (E?Vqﬂﬂ%%\
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JFmEZS) /N H (e 65 kLA b FifitE
PE) 1253, /N E - RIEH OAF ST
Gradel ~3 |CHEIEE A/ FELUT-, BHIEE Y
MDD Grade 1Z PZITFBIL 7=, JHE P22
EPIE DO RIAUCGEDITF NS A O Tk aE
T 5N,
OFNELZIETA T4 VIRE
AWFZEHEC BT 2B EOREENSZ
Wr - EAEFE WL EA DU ICIRE LTz,
1. SR O HUE
® 2 JHFNIBAE s A DAFTET

Dk Z L INHERR SN2 O & NS

., ENE AT HIREBE N AE &

EERT D,

@ 5tiL . IFNAS AED B D 03,

FEA DIFENHEER I N TV RN D

EEECET D,

* o AP CIIELE A FNEE & L
T, O 2 REHNEAZE D 5,
wk o JEEHE AR, CT, MRI, [EHZIH
HIEE e & Omfg A CHNIEE NEIC
FET DA ZHERTEZL 0,

2. FFNFE A O EIg 2 N

g2 oD T & LT S MmALEIC
B D2 AT REZ2BIC L2
W % 1€ 6D B, B 72 I NS A E O FiRE] &
REICHLRE L By IR A & iR 15 %
HAWBRETH D, 7277 L., #HIRCREDD
RITHLE L+ A ER2 M & AL 2 W3
DI IR E 7 W R A TR T 5 2 &N
F LU,

3. FNREAERE 7 v —F v — b
NEAIERBIR T A KA > 2016 (ZHEHL
%, 1) HEFHENTOBEDOH I, 2) IF3E
i - FFNARE R S 0RO A I 3) IHE S22 D
AIECIRRIEZIBINT 5 0Lk e LTT
JFOIBR AR O 3 X ORI NRBEIRE D &
FHib.1),2),3) & bl & FEIERT
HIVTRRBIZ L 72 D RN T IUNITEEY
THUTTRIFEIN ADLE L 725,

4. HIEEDK

AW CIR"E SN BEF O EEEZ
WriLHE (CROFZEBEER S35 1990 4F) & T6H
IMADOVEMNEZIARTE D L) UWETR
(£) ZAER L7z, ETERTIX Grade2 LA
EAIBRESADMEIFREE LT D,
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xUGTE
HAEE
Gradel SERE IR
Grade?2 N A E
— &M D I
JIE3E P AT D BE
1E
Grade3 JiEKER7S
1AL R
ERAY U
Grade4 EELE PR SE
[

2016 £ 1 HICHARHELER T2 LD
WETHA RTA U RRESNTZ, 2 E
F 2T, FFNFERIEDESE, kY, &=
JiE P E FEE 2 B A 9 AU D T IS
TIETA RT4 v ERE LT,

ORELMENRAE 5 D R AT RfRAT &
el DN - AT

AFRD PSC ER] 196 B]d H . 2. 7+2.0
OSBRI R BT & 5 WA
FEATHIIE 43 B (22%) 1FE L. b FAEGFHE
L 7L.5% Chote, ZEEMATIZE - T,
ZWrREER OF M (72 L) (HR 4. 05, 95%CIT
1.78-9. 23, p=0.001). ZWFEmMIE7 L~
Il (>3.5 g/dl) (HR 2.95. 95%CI
1.45-5.99, p=0.003). ZWrkE ALP fli (3L
M ERR 2 f5LAN)  (HR 3.35, 95%CI
1. 46-7. 67, p=0. 004) @ 3 KT FFBHE 72
LAEFICARBICEE L TWD Z LR
MR o Tz, FZWIRHER « B OHED 720 2
L MIET V7 Ml 3.5 g/dl LA, ALP
B R 2 f5AT, © 3 K03 AE 7 L
AFICHBEICHES LWz, 5l & & ER
172 TR 2 ke L C RN E 0 EREHR &
HEfE T D MLEMEN RO BT,

ORFE(E MRS 32 W e E

PSCHUERL L TUTERE L,
1. AFNATAMIBAE O AT HERE R B e R 25

2 . IiEpT R BRI O o
3. I gG 4Bh#EmALIERE %, 2 RIER

{EPERRAE ¢, FEMERESE OBRIL

4. ERFZWENIC TR 72 IRAE AT AL
5. RIEMEBEDOADE

6. JRELEAIRT R

a. RERLII MO IT, IRIER BT



b. IRDOWF D AR A
1) onion skin lesion F7-IX/NEER AEE
DA K
2) BYEREH S S WA R GRABAE #E 2B s X
UERAEA L)
1,2,3+4~6abn2HEAL. k2
1,2,3+4~6b»1HEA %KD
1,2,3 +6adDH %2
FiREEE L TAE L,
ORELIERRAE & O HE RS R E

JFORS R LM RRAE & ORI FE# O R
ZVER L7, Small duct PSC ®ELY Hu»
Z 5T 1G4 BB LEIE R T A R
TA 2 EERBETA KT A v LHEENE
% b ) OOVERIESE D S T, RO PE
FEALMEIRAE 2 OZIEFRE O JHZIZ DO\ T
134 % . HMhEE S TOFMEZZ T T, &
IELTHARMERSR—LR—Y LT
TV aRry N T ERSEDST
ETHD,

D. B Lk

JFN#EA - MRS R R 21, OFF
Nt A A DR RE & HEER A 0 N7
RXT, QOFNREABZIFRTA T4 V5K
T QO NRAE Ik D ¥ i A A R AT &
MR A DL - T, OfE(LIENRE K72
Wr EL e @R LR & OISO
RO 5 HE & BAEIZHEIT T 3FE/R DM
FEIEEN & T LTz, A1 B ki 70 9% 73l
L DOMITIC K A2 FfEE 2R TA R
TA U DRE-SET DRGNS T T v a
T o7 ENDZ ENMREI N,
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HERPED I - ISEAIC BT 5 B
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FARR AT B E (2 B 5 5 SR 52
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FAReFeafEd LEEO QL 2% L KT SEL2#IGHIREATH 5, ARAIT 1975
FRYEAEREREE LT, 40 FRAEMES N TE 2, Ll ThBHRE
FEOOTHTHY ., ZOHEPRBIIRIEHHTE THRVOPIIRTH 5, JilEA
TITEEFHIRRE 72 & OPIRETCHELE (569~ 2 16 & AHERIEICE £ > T, £D7
O, IHRIRRE LI L, HTHIRIR OB M O, BKZW - IBRICA R A KT A~
EIERLT D 2 ENBEL SNTWD, £lo, HA KT A 2 BT 51213, &Hoin
PO FHIRET b LETH D, P2 6 FEND 2 SFEITIB VT,

FIRIMAT E 5 (Rers PP IR TCHESE « TPH, JHFAMMARPAZESE : EHO, /N> R 77 U JE
{BHE « BCS) I A R T A % Minds A FTA 2R oTc A BT A o ~KRUGET
AT ol Flo, AUA R4 WMBUTRET D120, FRTA BT A > DIERK

ZATVISCEE TORHE TR LT,

A. BFEHBY

AT OEREBETHDH /Ny RXT
U REMERE, FRRMEFIIRIETCHEE . AFAMP IR
PAZEIE DZWr EIBR DO A KT 4 & AE
L. SEBDOEEFOT%EQOL D
EIHZLEENET D,
B. WrEHE
S &2 IS Minds A N T A 2
=~ BT A R A DVERY % B ARIE
AR A (AMED) FARIIA 7 2 12 B
T OB IO ERE DMLY
1ToT-, BEEREICB T, THEME
OO 222 57— 2 DIEE - fR T 12 B
T HMFIEEE (WF2e R PR —) ) &3t
[ CIT o 72, AT I ORI T N7 KA e fhir
AR CEE LT, 72, AHRIREE
WZOWTIX BRI A BT A CHEMmAYIC
MHAAN TP Z & & L,
(L~ DA RE)
SRRRAT ' X — I S TRk O

D
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PZE4 Rk 23 42 12 A 5 HA&GRE 5
475—00),

CEERAE TERET=4Y 7 IZELT
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BT TS, (TR R R B1T 5
FARR LA T 5 50 O FEal 2 BT~ 5 i 9E
(EHE=F VTV AT L)) FRE23
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C. Wr7Est R

1. FIRMITREEDOBERTA KT A v
KBEETR & FESURT A KT A > DVERL
SRR 26 FEEN LB I 7> TWD A KT
A ORYETIEE, PRk 26 - Tix,
Aa—TDOER. 7 ) =V = AF g



ORI 21T o7, R 2T IR, VAT
~F v U bEa—, HREEREZIToT,
H28 4 BE I IAMIETAR & L . & DA FAE
ETORMEMEBIET DIEEXE2B 27
Y S TR VA = S E N A
HESE P2 DSR2 BATHREE L 7=, FEHa AL
WX DIEEFEA BT > T Y (A F
JEHICRYUGTIEENK T T2 ABLTH
%o IBHA KT 42 (2013 HJERR) 53T
FROPBEFEAEZE I DWW T, BHER L, e
Hepatology Research gi~¥&fa L7z, 77
7N Zd, 2017 FEITHRETETH D,
2. FfRmATREEICET 2 2EEFER
5
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Yen D OFREMALE] 1 31 51 5 1] (16. 1%)
DNIESIERL ) 6 5] (19.4%) 23APER 14 {3

(38.7%) A diAMERL, 6 4] (19.4%) 73 LOHF
T, 361 (9. 7%) MR i, 28 IR L,
L BN 2 F2hi L 7= 23381 L=, iE» C,
R R ITNERITEE B 2Y 10. 0% (3/30), 2K
TIX9.7% (3/31) TH-o7=, HIKE LTI,
U Rk DY Y~ T & Anizik
SEREN 17 B (54.8%), VY ¥~ T LISk
DAVFRIED 4 1 (12.9%), BEEY v~F,
FRIEIH, TEBSERIZR, MMM e &kt
T 5 SN DY 10 4] (32. 3%) Tdh o 77,

9. FYMEEF|IDERE (X 9)
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ST 247 ICEIED 15, 4%% ST
BY, 205 BIFRIERIL 220 4] (89. 1%)
T, FFRIEFD 17. 2%2F8Y L7~

JESIEBNIIESIERL A 115 ] (52. 3%),
SRS AT 5] (21.4%), FE2MERIAS 54 4
(24.5%), LOHF 25 4 51 (1.8%), KFRLIALD
R P FRE B FE IR N 14 61 (51, 9%),
SN 12 f51] (44. 4%) , FSPERIAS 1451 (3. 7%)
Thoto, - T, BETEHAHEITZENE
129 41 (52. 2%) , 59 41l (23. 9%) , 55 1 (22. 3%) ,
4] (1.6%) 12725,

TFRIEGNZ I 1T DIRKIEM T L H TH D
2%, 374 (16.8%) TIIV 7V A b, fdFE
Bbh, WHRAK I EREEN T\, 1A
BT 6 TOBHLBIILIT 7=, A&
W RN & 2 Bl BRGNS~ T-, £72, AT
RAEBNZ BT D2 WHRALZL, ERRRGE Y 129
15 (58.6%), D-LST 25 76 {4 (34.5%), {BIRD
PR 523 3451 (1. 4%) , A=A 72 &3 2 4511 (0. 9%)
ThoT-,

— 7, RSO R EBMEEIL 27 6]
(10.9%) <, RREEMITE N TI /) 7=
3 15 57T 55, 6% % (5 TNz, HEED
Z OMITPIRIESK 2V LU o K BN
R, =F L7 a— igmi S Thot,

HEEME S N2 724 247 SEFITIE 161
(65.2%) 23Ry S4v, WNEHYTEHE 2 FhE L
7= 227 FlORARIL 70. 9%, HFHEZ FhE L
72 20 lE 2 BISFETS L7, IR ToORK
MR 72. 5% TH o7, HFRIEFNIT LA 141
B (64.1%), FE1= 60 i (27.3%) THEIIG
T X DR =R 70. 1%, 19 B THBME AN
i S vy, HAER & LOHF 4 1 filA34E
C LT, 2K ToRmEBIT 711.8%Th o7,
—77, HEMEOIEFIT 20 B, 6 FH
FET CHNEHRIEIC X 2R =1x 76. 9%, &
Fﬁ%;@&mw_uﬁ Iy S, 2R coka
KX T7. 8% Th - 7=,

WRALBITIE, NEEIREIC X 2 Rm =i
FEEIER N 88/3%, AMERIAN 55, 4%, H AWM
TS 41. 5%, LOHF 75> 0% T, IR ERmE
N & 7= 25 B C OB 2 I T IEERERL )N 88. 4%,
VRIS 57, 6%, "R S 54, 5%, LOHF 73
25. 0% T 7=,

10. B CALMERIDOEER (X 10)

H A MEREBIX 152 BT, 2D 9. 5%,
FFRIEFID 11. %% (5 O TNz, £ DNERIE



FEEERY 83 151] (54. 6%) , 7
2R 43 1] (28. 3%),
—/C‘\&) @) f:o

EBSZWr Lt D 2 =7 1% 116 1 (76. 3%)
TR S CTER Y, 9 SLATIE 17 61 (14. %),
10715 i 65 il (56.0%), 16 ALL i 34 i
(29.3%) T o7z, MIF 1g6 # AL ITAAK 619
mg/dL, K 4,970 mg/dL T, 2,000 mg/dL LA
1% 89 %1 (58.6%), 1,870 mg/dL LA k1% 102
Bl (67.1%) ThoT=, —F, PiZhuRIX 134
51l (88.2%) 75 40 f5LL EDRGMAEIT, 160 1%
PLEDJEFNL 76 5] (50.0%) Toh o7z,

TR & LTI 147 il (96. 7%) CHIE RE
ATuaA RPREINTEY, &&O#K 52337
1 (25. 2%) , E AR K& 5-23 110 41 (74. 8%)
Toh-oT=, 16525 84 5] (55.3%) H3Kfn
U, 51 B (33.6%) 23ET, 17 B (11.2%)
DL % 52 1T T OB STz, 7
ST, B RITNEHEER S 62. 2%, FFBAE
FEHaF G BT 25 Tl 66. 4% ThH o 7=, Ikl
BT, WERHOTERIC K 2 BRI T IR S IER
7N 87. T%, AMERIZN 27, 3%, i AMERIN 28. 1%,
LOHF 1T T 9. 1% Th o 7=, B Z T L
= OITIESIER 2 1], 2MER 3 1], & diadE
11 5], LOHF 1%, Zh bz TRIET
DR RIL, THEH 88. 0%, 42. 9%, 46. 5%,
16. 7% TH o7,

11. EREATABIORE (X 11)

FRIRARBRBIE 407 511C, 2RD 25. 4%, K
PRIEF D 31. T%% 5D Tz, ZD¥FEAITIE
SRS 190 5] (46.7%), AMEAAR 92 )

(22.6%), FHAMEA 110 51 (27. 0%), LOHF 2%
15 %] (3.7%) TodH-o7-,

BRI AR B D 204 451 (50. 1%) 23Redn i,
129 il (31.7%) 233ETC, 74 %] (18.2%) 1XAF
B %2 T 7203, 614 (82.4%) 23K S
72 - T, RerRIZPEHITREBIA 63. 5%
T, B E_E S ZH 5 L 65. 1% Th -7,
SRR BN NEEOTEIRIC L DR a2 7.5 &
FESHERL T 83. 5%, SMERIIL 41. 8%, HHAME:
% 27. 9%, LOHF 1L 0% CThoTz, FREAEIZIE
SRR 2 ), e 25 ], dEAE 42 ),
LOHF 5 #T S‘%ﬁ/ﬁ i, APERL S ), dHAME

SRR 14 451 (9. 2%) ,
LOHF 12 1 (7. 9%)

L7, LOHF 3 BINELC Lim, Z D74
SEBNZ 1T 5 Rem Rk, FESMERIN 83. 7%,

AN 54, 3%,
13.3% CThH -7,

i A2y 49, 1%, LOHF 23
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12. FFRUISA ORI DR (X 12)

HF 9 LIS DI IR OSEBNIE 323 BT, Tk
A4, LOHF &K D 20. 1%% S TEY, £
OIFEIIIEEFRERI A 190 61 (58. 8%), aE
73 103 51 (31. 9%) , AR 27 41 (8. 4%),
LOHF 73 3 451 (0.9%) T -7z, MHHNITH 196
B (60.7%), # 127 f5il (39.3%) THYH, F
O HLFRITIESIERL S 65. 3%, BRI 54. 1%
Tholz, Flnld 1796 iz L, 30 mklL
TIX 5041 (15. 5%), 31760 5%5 110 51 (34. 1%),
61 kLA E23 163 5] (50.5%) Tod -7z,

R IIEBR AN 213 5] (65.9%) Thb
%7 1=, TEER AR DIEBNZ TR B LIS
BIMSEMES 5~ 7, BvhiE ,fmﬁJﬁKA, VoD,
Budd-Chiari JEfEREZ: NG EH Tz, K
WTE Do 7o OIXAEHE 38 1] (11.8%), &
PERES O IR 29 51 (9. 0%) T, #Hiplprl
DOHFEET 28 1] (8.7%) ThH o7,

FFR LA DIERFITIX, FERICRHT DG
FEDINHL & 72 278, SRS HIE 96 151 (30. 4%) ,
MR EERENTIE 148 i (47.1%) THE I
TWe, T b OFEMEAEEITIEEF MR T
22.2% & 37. 3%, BRI CliX 42. 0% & 61. 2% C
FHEACHLIRIEF LY bIKETH -T2,

JFRLIANTIE, 157 B (48.6%) 3y =
A, 156 131 (48. 3%) HSFELE L, AFRAEIE Wilson
9 5 1], HrhEE 1, HELLP AEMERE 1 451,
Budd-Chiari JE@RE 1 ffil, 7 I oA R—T X
1, B o BEORHRE 1 FloE: 10 4
T%ﬁlﬂéﬂ, Wilson J{D 1 BILIAN iﬁfﬁé
Nie, - T, Rm=IXNETEE ] T
50. 2% (157/313), MFRAE IS & ie 2 fﬁJ
TlX 51. 4% (166/323) T - 7=, HABIIZ K
%L, WEHBRGNZIESRER DS 67. 2%, 2k
IR 27. 0%, HAMERIZY 20. 8%, LOHF 23 0%,
RIEFTIXZEN R 67.9%, 29.1%, 25. 9%,
0% ToH o7,

D. & =

FOREICB T 5 2R 20 M L%

& TR A2 OIR ) 129E-> T [1-6],
ZMEIFAR 43 O LOHF o4 [E A 4 20 L,
2010 2015 A 6 FEHIZIEAE L 72 1, 605 523
BiERENT-, 2hbD o b, 1EkROBETA
& LOHF [ZHH 43~ 2 JEBIE 593 6 (S 304
fil, mEAMER 289 ) & 46 ], SMEFRE
SERLE 643 51, RIS DIEH i 323 B TH
72, 199872003 41X BIGERTS 634 B (Bt



316 5], w4 318 51]) & LOHF 64 {3 A3
[12], 200472009 AEiXZEHZH 460 5] (227
], 233 %)) & 28 B ERInT- [13], ¢
- T, 2010 4 LLFE D I 2% 58 61 O B,
199872009 4E L [RIZETHH EEZBND, —
77, WFR LIS OFEE| D% GEIE 2010 4ELUE
HAIN L T2 28, 20122014 FE &2 e Rk & LT,
2015 A3 LT (1 13),

JERIEB DO i, FEEHER & SRl )3
B e L LOHF X DR E o 72
23, ZAUE 2009 A E T ERBROMERBITH D
[12,13], F£7-, & TCORBTEEMLIEA
ThO, EMEE L EMBEOHEENEL 2o
TW5, BUEAFRAMR, FarER, LOHF @
BEER (5% SE¥ESD) 13, 199872003 4E
N F RN F R 45.1£16.6, 47.8+17.1,
51.9+15.0 [12], 200472009 4FA3 48. 8+ 16. 9,
53.47+16.7, 58.0+14.4 [13], 201072015 4
7349.4 £ 20.9, 53.3 = 19.0, 59.8 =+
12.5 THo7=, £7=, FIEEIER, B,
W B EORMEREE AT DEF O
X, 199872003 4ENZILE I 32. T%, 41. 5%,
51.6% [12], 200472009 4E2° 40. 0%, 52. 6%,
50. 0% [13], 201072015 4EA3 58. 4%, 53. 7%,
71.7% T, FEYIE S RIERICHIM Z & I2m=RIc
SN GAY

— 07, FFR LIS OIEGIE, FESMEE1IZ B 23
LS, BIER CIIEEIIIA S TR, T
PR Z ORI S FFRIER L 0 b & o
2o LML, HFAERCIIIETIER & 2t
Xy HEAMR, X 51T LOHF OEH4ERD
BN, TR LIS ORER]Clx Z O A LB
Trhemolz, £, FRUSNDIEGFNIFRIAE
FlE D HBY v U 7 DRMMEL, —7,
FEEERE B X ORI & A9 2 B IR T
HIFRIER] & R ISR TH -T2,

BMEIFAR2ORRRIL, 2010 FELIEIZ 281
DESNTWD, 199872009 A DIREMITIE,
BIE R 2R BT D U A L AED R
N 67.4% THhHoT-Dlxt LT [12,13],
201072015 X AMFAL2EMERL D 32. 7%,
FFRIEBNCIRE LT H 43. 8%l LT iz,
F 72, BUERFR AR BT 5 v A VAV
DOFEFEIX 2009 4% T1E 30.9% [12,13] TH
S 72703, 2010 2015 4E X AN AR 2 2R
BIRTIE 24, 1%, FFRIEF]I T 26. 3% & 0K
KRIZR > Tz, ZTHUT AR, BARIOAM:
JERGBIH, TR OFR TR L Tnbd Z 2z
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ERLTW5D, —F, BAEIX v U 7o)
(2B LTI, 2016 AELIBEDRER| CTHREET 5
VEIND D,

— 77, RARAFOERT ER L TW5,
2009 4EF TITAMERN 19. 0%, #EAMERT
40.8% Cd-7- [12,13], LAxL, 201072015
AR &SRS 3T D IR AR B 45
DD, BRT 22.6%% 34. 8%, NTIAEH]
TIX 30. 3% & 38.1%C, FrlzaM:ACoHgn
NIEETH D, HPEDOFIE, 199872009
ENBPERFRAMERITIEL 9. 0%, diAaMERIT
X 13.1% [12, 131 Tdho7-2%, 201072015 4F
I RIEBNZIRE T H & 15.5% L 18.8% Th
O, M OFATHENL TS, —F5, B
S MERE AR, AR 1T Bt
A, 199872009 4E1 1. 8% & 12. 2%2%F LT
[12,13], 201072015 4RI IAFRIERNCIRE T
HE4.6%L 14.9% T, HAMAOLIL LT,
SERICHIEIL TV e,

TANVAMED S B B R L CiE, 2004
LI 72 > T HBs Bl EMEBEE R 6
O FIEHEALFI N BRI ND X HIT72 b,
200672007 4£& £°— 27 & L C, 2008 4E LA
B3 RN R STz (K 13) [13],
L2rL, 2010 I IXBEARI G O IS PRV IE
BB 9 B ML [7], D% HBER B
T, 2015 1 4 Bl EARKEIZE > TV 720,
72k, 2013 FEiX HBs HURIGIED X+ U 7 h
5 INH AL FIERE TEIR AL U7 ER 28
11 PGS NT=208, ZAuhS 2014 4E1% 1 fi) &
B> LTz (11, LasL, 2015 4135 #
WZHIML TR Y, [FERICRMEIZITE > TR
AN

S FEMALBI OFE BRI, 2010 4ELLRE
27> TEELTWD, 2009 4 F TIxBEE
TG D FE AL BT RS oy N AR T Y
VX v T h AL TEIRIE DN R O E 1 3
ZEAETH-T= [13], UL, 2010 4ELL
BITIREENZ M L > T W5 [9], 2010-
2015 1% 32 filHh 5 BINFESIERL, 6 B35
PR 14 s SR 6 )8 LOHF ¢, i
SUWERI LIS DIER 23E 2 T > T D, F
72, SR ENIRRIEIC X D EE MR S L
TEY, BV v~T, BIEWE, EEEKE
%, BB OEFIN BRSNS, £
7z, HBs HUREGMEF v U 7 OGS 6 5
JEINHPFRIEDTFHER OREFIDS 66. 7% % 58 T
W5,



HBY FHEMALGI O 121258 L CTiE, WEHY
169 C O Ko 51 23 BEAE YL < 3 431
(9. 4%) , HBs FURBGMEX v U Tl 5 51 (15. 2%)
ThHY, MhbArRETH-T=, L, I
il % FEhi 9~ 2 5ER S BT Y, HBs FLUR
P U7 O 2 Gl s R Sv7= 23, BE
R D 1 BNTFETS Lz, - T, &K TO
R RIL UBs FUREHIEBIA 21. 2%, BRI
B2 9. 4% TH Y, de novo BRIAFRIER DT
BITFFICARRTH D Z ENEMIT BN, 72
B, 2014 FIFEEEREBITY Y R v TR
FHER D 2 FlIE, it FEEER CRedy éht
23 [11], 2015 FFEDFRIERIERIX 2 B & H 12
tbfwtoﬁ§%ﬂ%%@ﬁﬁ?,@%ﬁ
A fe T D MEN D DAY, MREEL T EE
DFENRIZ 72 > CTWDAIREMEDN B U, [FIER D xf
FEHFTLZENRDOEND,

2010-2015 4EICFIE L 7- AT R4 &
LOHF @ 9 LIFAEBNCRE LTI, IFEEME, &
BHE 72 EORFRAT B L OVREEICE L ¢,
2014 FFF TORER & REXRERIIRLNT
WU, FRAMAR L LOHF CIEIATZEME o sa %
DENT &, B & T2 DL O JE B C Ik
YuliE, R4, DIC 72 & DB BHE DGR EIH
%<, TR THREBREL W, —F, IF
RIEFI O T, FEEMER C b A,
MIRIEEENT 72 & o N TN EhEh
17.1% & 10. 4% THEEINTEL, REDE
HELICE LT 2 IEE NS B b E L E
26N, BIBKREAT A R, 7T 7o
T2 EDHLT A L APEEO ERR IS L
TI%, 2010-2015 4E1% 2009 4% T EAIT
Aoz, UL, PriEBEEEIcBE LTk
199872009 4E L2 ﬁ”a>57.3%, AR D
60. 0% T3t S LTV 7=2% [12,13], 2010 4F
DI I3 R 2 \TARR & 72 0 [10],2010-20154F
AIRTIE, ZHFH 35. %, 35. 4%12782 > T U
tomcoﬁf ITERIIA LTV RnT &

M5, ZHHIRFEEOBMICE L T, KN
S DICHRHFT2MERD D, IO EE
BEJE T AMERINS 22, 1%, dHAMERIN 28, 7%,
LOHF 7% 21.7% T, 2009 4ELIETE L TH S
DIRBENMEENE R S TR, BE O &l
b, FERERBOBERN: &N, PRI
B OB Z G T 2 BRI 72> TV D EHEE
b,

TR L Cix, WRHREIZ L 2R
23 199872003 4EIXBMERFRENMERIAY 53. 7%,
M ZAMERI2Y 24, 4%, LOHF 2% 11.5% [12],
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20042009 1T Z A4 48. 7%, 24. 4%, 13. 0%
Thol-Dlzxt LT [13], 201072015 4ED
FFRIERTIZZF 240 39. 9%, 25. 9%, 2. 8% T,
T LAKTLTW: (K15), FREBICHNE
PIVERIC L DR EE L &, BRX Y U T
B & H CAEER O TR PEFICRE TH
ST, LML, ET LICR D &, B Oz,
e & B2 2014 H-F TR RN B9
HEMAR N TEY (R8), THREBET
HZERICEL TS ORI2BMANRMLETH
Do

JFR DS OIERFI, TEERAENAKEE L
THRLEL, TH T ) 722858y
thEE, (URHER B 7R ERICKIZ O IR D SE 5
1372 no T, £, NERGIERIC X D8
RITIEFEM TH-TH 67.2%TH Y, Ik
JEBI L 0 bIRRTH o7, £, AR
27. 0%, HEAMERZ 20. 8%, LOHF 1% 0% & T4
AR T, FEBER B 2T D IR AE St 51
H 7L, ORI RIEDOTESL &A% OFET
»H5,

E. /& &8

2010-2015 A2 FIE L 7= AMEF A4, LOHF
OEERHAEIC L - T, FaliZ A%, B AUSER]
DA KT, 7AWV APIEF DA LT
WBHZ &, —0, Yt b B RE MO RER]
BLOBEATFINEIL TWD 2 &
BENZ, Lo, BRI U 7HNCEI LT,
BEAE I D FEMEAL B IARME T X 77, HBs BT
JRBGME S v U 7 O FIE AR S B0 L T
WBZ END, &R HERIEE DN LETH
%o £, HWIMEMIZ & - 7 R LA D SEf
12m5$ IR LTz, 2 oEmE

WZB LTI, 2016 ELAREDIERI T, MEET D
VENH D,



R1LAMIFRL, LOHFOEEREF (2010~20154F : 1,6054)

F % FE R =Yyl = Y il LOHF

(n=1,282) (n=643) (n=304) (n=289) (n=46)
5B & 331:312 158 : 146 121: 168 21:25
F i (FHESD) 50.0 = 18.1 49.4 = 20.9 53.3 = 19.0 59.8 + 12.5
HBV carrier (%) 6.0 (36/596) 7.8 (21/269) 11.1 (29/262) 6.7 (3/45)
ERERB (%) 50.2 (321/640) 58.4 (173/296) 53.7 (154/287) 71.7 (33/46)
P (%) 59.6 (371/623) 66.2 (186/281) 67.9 (188/277) 70.5 (31/44)

e LISk Pl =i i) Y2t i e i LOHF

(n=323) (n=190) (n=103) (n=27) (n=3)
B4 124 : 66 55: 48 14:13 3:0
£ (E#I+SD) 55.1 &+ 21.7 57.5+ 20.4 542 + 21.1 61.0 + 8.7
HBV carrier (%) 1.1(2/182) 1.1 (1/95) 0 (0/26) 0(0/3)
ERER R (%) 75.4 (141/187) 66.7 (73/96) 63.0 (17/27) 66.7 (2/3)
RIE (%) 60.1 (104/173) 77.9 (74/95) 65.2 (15/23) 50.0 (1/2)

R2. AMIFAR4L, LOHF (FFAERF]) 0BT 2 EE2E (2010-20154F : 1,2824i)

%
eSO 3
(%) B SR ik Vi LOHF
n=643 n=304 n=289 n=46
15.1 47.9 745 84.8
S0l (93/614) (135/282) (199/267) (39/46)
| 10.8 221 59.2 100
ok (58/535) (21/95) (29/49) (/1)
38.6 53.0 75.4 82.9
ECH) (27/70) (70/132) (104/138) (29/35)
88.9 80.0 82.5 90.0
B (8/9) (44/55) (66/80) (9/10)
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#3. AL, LOHFIZRIF 54 HHE (2010~20154F : 1,60541) 49
"%
BOHEDEE FF4s LSk
(%) FE R Foleii] EaR LOHF
n=643 n=304 n=289 n=46 n=323
P 133 31.1 37.6 57.1 395
’ (83/623) (87/280) (106/282) (24/42) (117/296)
. 33 22.7 11.2 12.2 2.2
MR (2/615) (61/269) (29/258) (5/41) (6/275)
- 5.0 145 138 15.2 13.1
L8 H i (19/633) (41/282) (39/282) (7146) (40/306)
BAe 15.9 46.6 36.6 56.5 58.1
(101/636) (137/294) (104/284) (26/46) (183/315)
DIC 1.2 455 415 54.3 55.1
(70/623) (131/288) (113/272) (25/46) (166/301)
RS 21 10.0 7.2 2.3 334
(13/628) (28/281) (20/278) (1/43) (99/296)

F4. 2HEFFARL, LOHFIZBI} 266k & WRHNARIC X 2 RésR (2010~20154F : 1,605%1)

%
FFR LS
FEE MR SR HaR LOHF
n=643 n=304 n=289 n=46 n=323
TGS o, |EREC| S [EEE| OO [EEE) | ERE O
97.1 69.5 50.0 0 82.8
0 el (440/453) e (41/59) 89 (25/50) ! (0/2) el (48/58)
823 58.3 326 10.0 61.7
1 114 (93/113) 73 (28/58) 72 (15/46) 1 (1/10) 64 (37/60)
441 31.0 10.9 0 471
2 34 (15/34) 49 (13/42) 55 (5/46) 10 (o) 86 (40/85)
19.0 20.0 16.7 0 314
3 23 (4/21) 52 (10/50) 52 (7/42) 13 (0/13) 2 (22/70)
. 41.7 15.8 4.8 0 25.0
4BLE 2 e | M | ew | 2| e ° 4) B O
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5. BHERFA2E, LOHF (FFUER) 1Ci31) 31558 (2010~20154F : 1,28241)
PR -l il i Yl LOHF
n=643 n=304 n=289 n=46
BIEREATaA R 60.2 (382/635) 59.4 (177/298) 76.3 (222/291) 62.2 (28/45)
GIRE 2.4 (15/628) 8.9 (26/292) 9.5 (27/283) 6.7 (3/45)
< .8 (30/622) .2 (46/284) .2 (51/280) .0 (11/44)
BB T I B 48 16.2 18.2 25.0
1 AE AT 17.0 (108/637) 77.9 (232/298) 76.5 (221/289) 54.3 (25/46)
RIS BT 10.2 (64/626) 75.4 (227/301) 73.4 (210/286) 66.4 (31/46)
TRARETIFT I 0.8 (5/626) 1.0 (3/294) 2.5 (7/284) 4.5 (2/44)
A E =Tz 3.3 (21/632) 8.1 (24/297) 5.9 (17/287) 4.5 (2/44)
YA 7aARY v 1.9 (12/632) 3.7 (11/296) 5.3 (15/284) 0 (0/43)
>3 Y= 18.4 (117/637) 31.2 (93/298) 23.0 (66/287) 24.4 (11/45)
PR ERIE 21.8 (138/632) 36.3 (106/202) 35.5 (100/282) 38.6 (17/44)
FremE 1.6 (10/643) 18.4 (56/304) 29.1 (84/289) 21.7 (10/46)
#26. SMERFA4, LOHFOF#% (2010~20154F : 1.60561)

FFRIERI D FEE R apEn AR LOHF
BimE (%) (n=643) (n=304) (n=289) (n=46)
e 88.0 39.9 25.9 2.8

PIRHER (557/633) (99/248) (53/205) (1/36)
100 80.4 84.5 60.0
Uk (10/10) (45/56) (71/84) (6/10)
& 88.2 47.4 42.9 15.2
(567/643) (144/304) (124/289) (7/46)
B DA DIEBI DR FE R T it it LOHF
(%) (n=190) (n=103) (n=27) (n=3)
0
AL 67.2 27.0 20.8
PIFHIER (125/186) (27/100) (5/24) (013)
100 100 66.7 -
B (4/4) (3/3) (2/3)
& 67.9 29.1 25.9 0
(129/190) (30/103) (7127) (0/3)
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R7.AMFARL, LOHFDORRE & NERITERIRIC & 2@ (2010-154F : FFRHEIESEME 0D 1,43541)

FEE R = Niacvill MR LOHF
95.6 345 11.3 0
VRS
TA VA (219/234) (38/110) (7/62) (0/13)
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AR G- ORI OW TR 5 B E B2 W i N 2B 25,

it
1. AITIE HLA-DR4 FEPEEBIAS &SR THD
2. BEHUHUAR., BB mHUAN IO B AT /Y — 25UA 1 BLORIEN LI THD,
2B, PUEHUAITERZE HEp-2 flinZ W = st husEE I L0 flE 35,

. Bk

DR RN LA EEN G ESND

PUEHUARG S DU NI HU v i FLR G

IgG i (> e FRRAE 1.1 £%)

AR AT interface hepatitis <CTEE AR TE N 7255
BIE G ATaARNENT 5

A i — |

HLR 5]

FEEE T &MWL, 2~5 055 3HEHE U FEFED S,
FE SR 5]

FEHEE T 1270, 2~5 OFT RO 1~2 HE %35

it
L. B REAT oAREZET ISR I L7220 T RG] - FE MR B &8 12 TR B ARRTIC
H?ﬁi*ﬁ%ﬁb\ %@#ﬂfﬁz%ﬁ%a&)fﬁﬁﬂ“é EWIFRITH D, 72720 IR RN AR D3 ftd
T TERNEXTIBW R ELCHIZEITE BE AT A NRERE B MG 5,
2. IF"%‘S SWLED 27 PEHR TE LA IIEDEES B LU, 2Ll LT A CEmr KL
[—;ﬁ‘ﬁ‘éo
3. %’é)l‘ﬁ?ﬁ\E)ﬂ:ﬂﬁﬁ%@:‘ﬁ%b“(b\Z)%’E.\ﬁiébéiké:%%fﬂ”éo
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4. BVEFREFITIX, FERHHE 2, 3 ZRRORWGENH D, Eio, Mk RIS FIIRIE O R IE A A
LT FLFRIRIKOBESE, SAE s T E MR 2 5 T B ER O IR 278D DIEBI AL T D,

5. ZEHEEL-D, T HIEE R ATV, EIEDOLAICITE R, PEEE TITHEBIZINT
BEPRER ~FBI 9%, 7088, 1O HA -9 AERIT, BIEE VAR 2R b sG55 (A
RO IEZ LD,

6. fHSHEREZWERECTEZ L LOGAILEIE REATaANIEREZE T 5,

7. PIRFaURUTHURREE CThH-Th | 5 R EEZ W R ETERZ L EOGEITITRIE RE A
TuARGEEZET D, H OSEMETFR TOHFR I R T HURBGMESRIIHR 10% TH D,

8.  EHWM:FFESE (Drug-induced liver injury: DILI) ®#&RI1Z1X DDW-] 2004 K4 ke 2532 W Ao
TV BIO~=aT VEBEICTD,

9. BEMOFFREEZZED . ZOZWHREHIE L L) B AL ET 5,

. H CSREMRTSOEEEHE

Fifh R {3 f i R A PIT L B4 A A T
O HFERIEDHY D AST F7-1%Z ALT>200 U1 O FFHA A/
@ FEE S MANEZITE | @ BYLE Y >5mg/dl Q@ HFEREOREE
IS
@ Fubkrr bR <60%

B OGE: RO 1, 2, 3 OV RLNA. 1. BRERE: OF/-13©Q, 2. MIEHBRERR:®,
3. EEARAERT R OF-13@

R ERREE: O, ©, BARMART RO, migREsT RO, @»NRon T, BRRA
BB HOEISE LNy g

B BRSO, @, KRRAERT RO, @, @, B E RO, @DV nd b
gPA AN

1. BEIESHIErS A Bl FRE Y E OV D EREB ~ DR &2 B 8T 5,

2. FEIEDHA . JEAETEA THERTED T - BHE R BB 28 &R JEBE ) BIE T2 0 B2 CFE
RENT-BPEF R ATV 7V AT I MELD Aa7Hh 51215,

3. HEEDRERIC, PE & E DL ES BB ~ DR N 2B 8T 5,

V. 155

1. BB E LB CIERAIEL TF LR = 2 KD IEEEZ1T),

2. V= uryif& b5 &I 8 (0.6mg/kg/ HLL L) &L, MIERT AT
IS —BEEMIE 1gG O UEE N RO W T 5, HEFFEIZMIEN T AT I —BHO M
YEEEPH N ~DUE, HERrZ 2 TRIET D,

3. TILVIT AR a— g (600mg/ B )1, FL =Y ORI S S
UNIEE BN B 53528038 D,

4, FREREDIETBICRER O 7 VR = a2 HLICWEITIE, 7T 47U (BRI
#, 50-100mg/ H) D HEEE T 5,
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3. HOREMEFRODE

I. 2Wie#t- 227V TV RT A

AIH VX, EES2 W A58 | DA G B TR YO AT - ABE 7 B B9 222 ) BE O 2 Wi 1
(-T2 d 2, (HERE: 1, =T ADIRX:B)
1. BEAFEE TGO - ILER BRI 2REM S SR 2 ket

2013 FE\ B A G588 TEEIRTED T - NHIE 7 B BT~ AT 28 | BEIC KD AIH OZWiE S GTS
7= D AIH T . NFRICEDEEA 5. BRR R . JRIRBOSEN D7 b3 e s, ZoWifadtid, &
75)3 IHHEODF%%%HELT{’EEJZ%%TM HAAND AIH OZWNIIAHEE ZHID,
B, ZIKECUT?E&H W s A 2IE 22 8T AR 2SR B2 E R T AIH ORI RIHETH DM,
AR BOZWIIZATHRLRR AT RN EE CTHHI=0D , ATREZR IR AR IR R 21T,
2. ET J’ﬁlil[?% SWTELUE . 2O TV T AT A
BNREZG RS EDO AIH O FEE, Eunr“ﬁ%n%ﬁx%%ﬁiéﬂél% AIH 7 /v—7 (IAIHG) 1%
1999 fEICehET IEI BRI L HEA R R LT 2, ZORZ MR HE CIEBENT-Aa TV 7V AT AT 13 18 E
ORRFE B IZOWTHE % Al H’A/\ET%LM%%@f FDOBWHEZ ML 977100% & HiRed T
WZENENATRIESILTND, UL, HETREHAB RO LW ENH FHZE T 72552 TO
il Erﬁﬂ% Fo. ZORZMIEEOIER B i, AIH ORifE, /“f’?‘ﬁﬁnODXT%%&foté{“fﬂ@?EEij%
D EI WA Té*Uﬁ%%MTL% HHICBWEH D T RWI I E TAVLELRH D, LT3 -> T,
2T AIH ZWncd7--> T, mEICARK R T | ZE T _E TlrdZeun e IAIHG b Bkt 21T

O“CI/ AN
3. fSRERZHELE - RaT VT URT A

WEThR E B2 W BV L IR B B 5003 < B 2 CORMEMEIRITAHEOHLH 252 17 | IAIHG 1%
2008 41T 4 THH SR 000 S EIRS 2 W R EAERR LT Y, ﬂiﬁﬁﬁﬁﬁﬁf%ﬁﬁuﬂm I R
AT OARIRE N LD G IMHIEIEOBRIGEZZ B L Thhu, 15 E B2 W AL UE iﬁ%ﬁﬁﬂﬁﬂr P fIH A
2% (PBC) O#ERIREITIER Y, PBC THHo THAZWIEAEIZLD AIH OB L2 Brs a5 A 13RI &
BATOARERLEE T REThD, — 5., FEEFRREB OZW O B LN ELL A REE R HHZE

HIRERENTWD, 7238, KW EEHETIE, PR OGS N L E TH D,

MEMO : 53T i L i 5 B E SR W L e - R 7 UL 7 L R T ADE A 1T

AT IR E B2 T BV T2 B PRV AL . B LRI, 106G mE7R Y OFT RS B S/ JEE
RIHEGIZL I BT CRBIT 22L& D, — . 5 5 [E 20 7 55 Y3 22 I 4 S LB
ATH HEUEFIL B AIH JEBIOSERNA F Tihb, LT3, 5 B E B b 5 Tl aE R Y
TG % RIEET TTREME DS DD LA ATEICE X JEFNIR L i W 52 B B\ ST B2 L AT
EThD Y,

I. PHCRITIEELRFTA

BNEOZMHEEH RSN TWA LIS, B CEHEERDITRD 5 5 ThHhoH, HEEE:1, =5
ADHI:A)
1. OFRRIZLDFEEZEDERS

JFRTANA, Ta— v 58, FEIIT, tho B O ik I L SFREE O BRI D32 W oo H%E
LB,
2. TIBHURREMESH DTG Bk

AlH OFEBERAH CHURIIRZRE SN TR, FRBEOIEFIDIEEA LT, PR E-IX
P TR G, HDOWIEHEE EL G THD, L L, W LOFUAL % %ﬁir IR, e
BIZREMEOLAT, FUFEIZ Y — A (LKM) -1 SURORENMLE Th D, £z, ik 322 MEFAER
ESERI T A CPUAMOMEEZ R ZE N D72V R B A E 5,
3. IgG &l (> E:4E ERRAE 1.1 £%)

AIH T [gG EA B EZ R T ZENRHECTH D, < DG 2.0g/dl ZHBZ DRI HILDHN,
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BREOFEOREFAETIL 2.0g/dl LLTFORERFIH 2L A5 (38.9%) %, ZWia & ClaiLE LR
L1 fF L0 EEE R T I 2B MHRIEL L QD Eothalk D2k RIER], E{“ BITIE 1gG EAMEAR R
ZEWD LI NI E A ET D,
4. FRHEARZNCA L F—T A AF R E MR E R A HND

TRIOMBZ M O A S I,
5. BIBREARAToARDRERTD

AP FLIXIR A2 70200 ¢ BRG] - JEHTRIBI S8 12 TR B AR AT ATARAR FE IR SR 21TV, ,%ﬂ
AT RGO TMT 22 EMRAITH L, 72720, IR SR B O T TERn e &
Wt LT W&EXTxﬂ%HA%?%Eﬁﬁ‘*?Z) Fo., HEAMERZWRAETRZ L LoSGAR J
%‘&EX?‘H4’ NEREZET 5,

MEMO: 1 I (Type 1), 2 & (Type 2) B 5 HF 2

AH 1B CHURDRRH R Z— 12k 1 81 2 BUCHFS D, 1 B3 FERSETEL, Filit {Ziiit
EHCEE A G E TH D, 2 BT HT LKM-1 ?L{ZIK#W%@T\ RICKR DRI BN LD, FK
DETITE DD Th7e0,

‘MEMO: seronegative (autoantibody—negative) AIH (B Cii{sfaiE AIH)|

D RN XA NFREE NG ER T, #EERI O E T vl 7ok 5152 AW THOEEE O B 2k
DR SIS B R 36 I OHAR (5 03 BRAU 1) 72 ATH k*EUU‘_r B4 B DIEFIDFIET D, F

<\ BB EAT AR E O MERIEL R T 5, Z2BNIISGTIRIEREZEEMEN G HThD
I3 AW HIEATN - STV EBIBAFAE T D, BOKTIE, AIH 75> EONDEH AL 3 2 H ORI K
HATuAREEEATO IR SHEZ DT EHIRBIIN TV,

STHR:

1) Czaja AJ. Dig Dis Sci 2012; 57: 610-24.

MEMO: B EHAEDRERE

B CHUADRIEEL L T, BHEEOEHUARE ., ELISA IERTLHSNTWS, HiUlEHURIC W T,
AIH (2B R NTURIZFESH TR0V TEERI O GTUR A FV /= ELISA 15 ToOM H I35 24
T2, IAIHG MEB T2 ECIX, BU 7y M. &, B O 2 AWM e hiikikic L s
B AHERL CODDS, ZOFIEIFFEEL ~L TORE THY , FAE TIT— B TITAR, #i37
{eEsEMiatk cH5 HEp-2 fﬂiﬂ’ﬂ%ﬂﬂb\ffﬁ%%\t#ﬁ‘?ﬁ XD PR R T, BN E O RE ¥R
iz Tﬂﬁﬁéﬂfk@ 7/%«%@@3)#%:%\71 FREHDNTENL ORI EEH
T%, LIZA- T, AlH IZBI 55 H AR :m\f i\ M S EPURIEE WA ENEETH
Do
PO UAS B Y PUARIE, 77T 12x3 % ELISA {ETRIHFTRE TH D, FondE TITIRER
UL EE D72 AP ZE R A i ek T E RIRE T D,

P LKM-1 HUBRIZHUEEBUR, BUPEE A PUER EBIZ2 M OS SIZHEN L ETH D, M
&Y%, ELISA THIE TED, FUEILUARDEMETHDD, AIH DO NAHRHIHE T HIENFIRETH
Do

MEMO:AH O3EIC DO REER. BEER

AIH OFIEIZIT, BRER, BREEROE S MG 355 20 TN5,

BIGER L CEEZRDOIT, RBEZ ML THD HLA-DR4 T, TAED AIH O 70% DIE
51238 HLA-DR4 BEMETH D, — 7, BRK TOE BIES HE{s 7 ChD HLA-DR3 OFEBEIZKITH
Bt RITIIEE e THD,

BRIEEREL T, vA /LAY, %%%@B&ﬁﬁi%i%hf:ﬁs@\ EB | ~LA A BIFFR DAL
R7pE DY R RN T DIER] | SR 25 | ot CORIE T D ERI D A SV TnVD, &
D= RIEFE (R el & & Te) O Wﬂ%@%ﬁf%é o AR HPEETRRIRIE T 5
ELHVEREE TS,
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M. #&31, A2

BER DO AT E 27~ 2 CORIKIC L DR E SRR 51702 ¢, (HRE 1, BT RADIRI:A)

® T RIANAEGUTIMIET AN A~ — I —ICLVERNIR S THAZENILAL THD,

® (REMENFREE., HFEIT Wilson JiE ORISR OMFHI L VIR FTRETH D,

o EWMTREE L, EEWERERME AIH HFETLHIENLZOHEBNIREETHY , IRILEE, HHL T
WD RERE RS i,c}:%: DI EE CTH D, AIH ZEEL T 2D LTI/ (70 A
AT BUFNI E BTNV, SERINCIT DDW-] 2004 3EMHEATIEEZ M ATV 7 BL O~
=a T NVEBEILT D,

® JET L a— WHEIRA IR R CIIUIR IR IURG M L 725712 AIH EOEERIS M BT
DIEMHDHN, KRR GTHI LA G ITEER TEHZENIFEALY Ti@éo

V. RBRRRigEEDR
1. 2MEFER FEREE:1, 5T U RADME:B)

AIH I LRI SRR EIMERTF 25 2 R T RE L L Ty S, AR RO H B ERTF R D R CTH DR
IR ORHEMEL R FIE~O I E A & e RO LA L 2 — 7 = A ARF R D R ST 5,
UL, T4, ZO X718 T2 T B3 BV EF R BRI IE T DIERI NS S Tng 79,

MEFIE BN IR MERT 28 O 2 B 5] E SRR B3 o 2, BRI A 70 2o PE T 2% 1 0D S 451 iF'EJHRﬂZ
DRIEFT A K E | FOFRIRIROBEIE | RIE SRR T, R ~OEMEOR ML Ao 19,
BRI, BMERIERNIL B CHURGME, ME 1gG mEREDFT RNRAHLIRNZENHY %(DE&UT
IR EEZ R Z B0,

MEMO : PR 72V UITEIE &, BHEFAR2L LU TRIET 5 H CAaBgHFRORERIC
DUWTOHRE

Jr B TEEEPEDOIT - HE P B3 DR A 7E ) BE

H ORI R D2, BERRGR E S RERE D/ F — o DL RMERF 72 W LT EIERF 28, &
PERFAR 2 (BIERT S - BRMENT A 4) EUCRIE T DIEF (BT R ERFSIE  acute presentation) 238
%o HERMIENT7VATIF—EBEEEZRL., B OO (BUEHUER - FUEE A UR) 23850 Mg
IgG MEETHHIENZ VD, FEERBIGIFIET D, 728, AT ANV AT R MRS OBk
IBUEETHD,

TIBITIE, 2O DIRRENTIFAET D, i E DIEME BRI IATHERE 2 W2 LB L5,
D) IR BRI PRI O ME L & BE 2 IR T 2380 | 18R 5 FR %l R IS 2 T
(acute exacerbation)& U CHIE LTz EBDONAIER], (GMEHEIEHR]: acute exacerbation phase)
2) BT B OTR BEARRRAT RS20 ) TR ERT R O BT RS EROFERFI T, fiE 18G
DEEZRSRNHDWIE A CHUEBREME RN O ELH 5, MERFINAB IR ~DBAT
WO A 2352055, (GWERFA W :acute hepatitis phase)

W NGB E IFAT A RIGRNER 5, Ll 2T R OIER CIIZ iR E <. 1R 1
MDIEENDZEND D, BAMEFARER (BUENTRK - BRI AR 2) ITBAT T ATa A RiaE Rt &7
D, ELOTTHRARTHD, HBHERBFICANTIRE TS ORENPLELIRD,

(NE

* _LRRD2ODRHHAIRE L T TR EEEFIBFET D,

*UEK. HA-E RBMEAF RO PICTNODIEFI & ENDTLITEEZ D,

/N TIIEPENT AR 261 THSRBINRIRRIE D SRV 135D,

* EIE(L DR LAT uA RIGHIEHIIEL O BIEICOWT, S B OB LETHD,

2. EEH (HEERE:1, TEF U RADKRE:C)

BEIEBI TCOBZW - 1R OEBEIVI TR AR OER /25728 AIH OZWRIZITEEEHEEITIZE
MNEETHD, TNETOBSTIL. BUETFR F-3E T A4 (LOHF) 7oA O R /%
Fixsh TR B THHZENRAGIE 2> TS D)
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EIEFITH A CHURBGE, IE 186G MR DT RA K E, BWASREEZAE G 23D 72700 1219,
PERF A EARIZIEIE S D AIH Tl CT M IS TR — 7RI el 2 95 Z e %< D)
(CEDBMHFRRLOERNIE A ThoLMmE I TND 1Y,

o, EIERTTIRIEF ORIE SEAT aA NGRS, B SBCEAT BAR 7 VAR, AL
22 E DFFIBIRIE DS LB GG L, LIch > T R T, BEHENBIE, HOVIITHHIE
THIED S E O EIE, FEADRNEBETLIENEETHD,

3. JRZSMEAEHEREAE 28 (PBC) DR % 8H> AIH (W bR “F— " —F o FREERE”) (HESEREE: 1,
ITEFUVADME:C)

AIH & PBC DR B Z IR DA — =T FIEGRE” O WHZIE. AIH O FH72 3 SOFKRI
R (DALT 23 EUEME ERRO 5 fFLA ., @IgG 23 HEUEE ERROD 2 {5 LA EF 713 H B i biiRpt:. @
FLRR PN AL BRIZ I A DA L 22— T 2 A AT R BN A HID) . BEO PBC DR FEM7: 3 DOREIK
AR (DALP W EEHEE EFRD 2 5 LA EFE7zid v -GTP BEEHEE EIRD 5 %524, @FiIh=aRU7
PUAGME . @SR FAICIRE IR A2 L)) OF - 2 T A UL EAi7= 4L D H Y (Paris Criteria) ¥
DHWBINDZENR LN,

—J7.IAIHG 1% AIH & PBC D5 % 33l 2 TR BB IIAFAE T DN A — =T T REERE” SO0l
SELUTER LRI R EE T W TN DO FET LR REIC TSI D N E THDHEVY) position paper 2
L% 9 FAEORET 7 — A SWTERSZ ATH, PBC OHBIRZ VDL, AH,
PBC OELLDIFREN ERELL CTOD BT C& 5 17, AFRAE T “A— =T 7 JEERE”
LS TWBIEFIDIZEA LT ATH £721% PBC @ variant form &L THEZ S TV5,

‘Memo: “Z */§~?y7ﬁ1§ﬂ¥”0){ﬁﬁ’5bj'|

B O PEF R R (AIH, PBC, JRRMERE(LMERE K (PSC)) D& » DfiiEA BHEL TR THEH
DPFIET D, FEIC, IS LIEH D> W ORRR BB L O GE RL ., BB REAT AR
REDSIEMEIFILEL Y VY T A X a— VOO AN E AR BE AR T 5,

LA L, IAIHGO A — =Ty TREGERE O E RITBRENRDOTHY ML LR B &L 1TE
bNT | FIDRBICTHSNDRNETHLLREL TND, Fio, A CIISGETRERZ W i 1EE
A —N—F o TREGERIC BT D2 WHI WD RETII RN ELIRBIN TV D, (FAEOFHS M
H RS K (PBC) OBIEAARTAL B ROZLE, )

4. FFRUA VAR

TAETIE, B BAFRTANVA(HBY) , C RFFRTANLA(HCV) DX VT 8L SAFET DI TR
UANAXYITIE AIH BEPFT 2560850, IR ANAR XU T2k 252 Bl o 2 IER
DB, E<IT HBY v U7 F TR CIXU ANV AFIEELICEE A O L ER DD, Fi2, Ly
ANAIRIFEIE CHHA L Z—7 = T B OSSO E T D ATREVED 503, Hlr Tl HCV T34
DEEAE ARG AV AFE (DAA) IZED @ HRIZT ANV AR TN D8I 78 o7,

‘Memo: IgG4 BEE B AT 2 (IgG4-associated autoimmune hepatitis)|

AIH B3E D 3% R, M [gG4 a3 & i T AR FANC PIIRIBIC 25D 1G4 5 B Mia o
RN HDIDIEFINFAET Do BRI [gG4 BIERI(LMEIRE K0 1 B A o MR Z &0
DREFIHHY | I EA D 1G4 BAER B L L T I1gG4 BhE AIH EFFIN TV D, JRRRICBIL T, AIH <
fth o> 1gG4 BB BB L [RARIZ RIS R E AT oA NIZ LD 0 M EIEN S — I TH D, 72k, 1 A
CARENEIER CUITUIT TR BB A S W S DL, MR RIS 1G4 BE MR B i= i 2140 PR sk 2%
SORREIRZE  INBER . JEH D ST EE DB, 1gG4-hepatopathy EREFREAL, 1gG4 BEE AIH S1X X
BEis,
ik
1) Umemura T, et al. Gut 2007; 56:1471-2.
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2) Umemura T, et al. Hepatology 2007; 46:463-71.
3) Nakanuma Y, et al. Semin Liver Dis 2016; 36:229-41.

V. EEEPHE
1. fEfE

AIH I ZHELIBFEO LRI R L, LIZUIREF BRI, S5, B RREOFREEIZLSB R
SR PO FFREE S B 0 A 1358 e & OISR N A 5NHZ LN HD, —J7, BRERE 4
LT BRI Z W72 & CIFEEZ RSV 2152807700,

72720 LI LMD #7253 BYEF], /NFERIER], mimFIERL R ES TS Y, Fiz, A
PEISIER], TR DIRIE, K2 E DR E R T HEEFLHY, FEEEET 5,
2. APHE

M FRAR IS . & =—7 L AERE, BV ~F 7Rl Ofho B ChERBE AT 2807
U,

VI. KRR (FEIREE: 1, T F UV RMDIRE:A)

ARSI T BRG] IR M ETF A B L Ao F— T oA AFSE . TR By MEARK . 1A
(B IR 2 2\, emperipolesis 728 A% AIH OFRLFRFT OB ESNDDY 19, W D aT L 1 B
FLME IR . KRR FT RO T AIH 22 W+ A- LIZR#ETH S,

L L. AIH OZWr CIlIBRIN 2 WS AR L 22 7= OMMZ WX EE ThY | R B B HURE
P rm 3 IET v — WPERR G TERFR R EOERNC A H TH D, PANREED JAE D & E DA I IR R
ErfErZtbH505, IEHE KT ThD,

VI EREEESYHHE

Wi E L RIRFICEIEE 2 ETHZEDIFETH D, B IFFRDEOZWR I eI WD)
EREANTT), (HERE: 1, =TV AOME:C)

FEREL P SN 5 A B FIREEF E DO WD EFBE RS ~ DR N 25 BT 5 & T, FEIETYH
BEOHENS LG AT~ DN &5 BT 5,

STHR

D BEHigdk— 8&naB . WS 130, B OB R OZEifEEE - 1R (2013 42) T
2013: 54; 723-5.

2) Alvarez F, Berg PA, Bianchi FB, et al. International Autoimmune Hepatitis Group Report: review of
criteria for diagnosis of autoimmune hepatitis. J Hepatol 1999; 31: 929-38.

3) Hennes EM, Zeniya M, Czaja AJ, et al. Simplified criteria for the diagnosis of autoimmune hepatitis.
Hepatology 2008; 48: 169-76.

4) Czaja AJ. Performance parameters of the diagnostic scoring systems for autoimmune hepatitis.
Hepatology 2008; 48: 1540-8.

5) Takahashi A, Arinaga—Hino T, Ohira H, et al. Autoimmune hepatitis in Japan: trends in a nationwide
survey. ] Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.

6) Czaja AJ. Cryptogenic chronic hepatitis and its changing guise in adults. Dig Dis Sci 2011; 56: 3421—
38.

7) Nikias GA, Batts KP, Czaja AJ. The nature and prognostic implications of autoimmune hepatitis with
an acute presentation. ] Hepatol 1994; 21: 866—71.

8) Ferrari R, Pappas G, Agostinelli D, et al. Type 1 autoimmune hepatitis: patterns of clinical
presentation and differential diagnosis of the ’acute’ type. QJM 2004; 97: 407-12.

9) Yamamoto K, Miyake Y, Ohira H, et al. Prognosis of autoimmune hepatitis showing acute
presentation. Hepatol Res 2013; 43: 630-8.

10) Hofer H, Oesterreicher C, Wrba F, et al. Centrilobular necrosis in autoimmune hepatitis: a
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11)

12)

13)
14)

15)
16)
17)

18)

histological feature associated with acute clinical presentation. J Clin Pathol 2006; 59: 246-9.
Oketani M, Ido A, Nakayama N, et al. Etiology and prognosis of fulminant hepatitis and late—onset
hepatic failure in Japan: Summary of the annual nationwide survey between 2004 and 2009. Hepatol
Res 2013; 43: 97-105.

Stravitz RT, Lefkowitch JH, Fontana RJ, et al. Autoimmune acute liver failure: proposed clinical and
histological criteria. Hepatology 2011; 53: 517-26.

Czaja AJ. Acute and acute severe (fulminant) autoimmune hepatitis. Dig Dis Sci 2013; 58: 897-914.
Yasui S, Fujiwara K, Yonemitsu Y, et al. Clinicopathological features of severe and fulminant forms
of autoimmune hepatitis. ] Gastroenterol 2011; 46: 378-90.

Chazouilleres O, Wendum D, Serfaty L, et al. Primary biliary cirrhosis—autoimmune hepatitis overlap
syndrome: clinical features and response to therapy. Hepatology 1998; 28: 296-301.

Boberg KM, Chapman RW, Hirschfield GM, et al. Overlap syndromes: the International Autoimmune
Hepatitis Group (IAIHG) position statement on a controversial issue. ] Hepatol 2011; 54: 374-85.
Zeniya M, Watanabe F, Morizane T, et al. Diagnosing clinical subsets of autoimmune liver diseases
based on a multivariable model. J Gastroenterol 2005; 40: 1148-54.

Guindi M. Histology of autoimmune hepatitis and its variants. Clin Liver Dis 2010; 14: 577-90.
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4. B ORBMEFTREE ORR - ETH

. AR

AIH 1338 G172 IG DM T O WA P A RICER T 2HEETHY, JRAIL L CRIE EAT e
ARIZEDEDFIEN VT THS V) AIH TR REATaARBNE R THY 19 55 B AL E
FLUAT IS — P E A AN (ALT 30 U/I LLF) Tavhr— 3520 Ths 9, B
PATuARNTREMCOI B ENUETHY, +oRBIERX R ZIT), I6RIZIV G A7 7
—EARHGE I I F PN CHERFSIL TV DB T %% RAFCTHDN ., IR T AT I — B3
HAECTHERS T 085 O PR AR K T H A IR O R I R E E AV E THD,

1. BEEE

L DEBFH TITEMERITRIEL , 1BHERF RO DITIEZE £ T 4 O INTFEET 5, D70 NI
U7 AR AL THD, DT HORICB W THRIB R EAT oA RIRRIZE I THY ., #Y7RiE
WA Z T REOTRIIBIFCTHD 2, B R EAT aARIRE A P U7 E B CIE iR 9 5 A3 )
Wb 910 RN O 0IR R AT 2 ERHY | B REAT AR ORIERSCA OHEICT 35
HMNEETHD,

111, FEMRYE
o EIRKREARATUARIX AIH IZXHLTERTHY, THREWUETIZLDHERIN TS, (HIEEL,
TEFUADIBE A)

o EIERSCAIHE CRIBRE AT RAREMH CERVWEICEIB R EAT uA B CHREN R+
D7RBITE, THFFA TV BERTHD, JHEEREL, =5 ADME B),

o HXEFITIIVAYT AR I NBICIVMENT AT I —BERKETIHEBHD, (HELR
E1l, TETF U RADE C),

1. FIERER
1) AL R=Y"z(PSL)

BB EEATaAREL T, TV R=yar RN EIEHEND, 7L R=y a8 AEDHZT 0.6
mg/kg/ A LL ETHA WV, FRESELL T, 0.8 mg/kg/ A LL FA BZ2ET 5 1V, WIHNEIZ IV IIE NS
VAT IFT— P OUE LM L% BT 5, 2L, BT EAREIIHROIRR LD 12D LR
=y bmg/1~2 HEED B ZET D, TV R=yrfh58)8 0.4 mg/kg/ H LA T TlL, 2.5mg/2~
4 WZ H LT 5, 728, MiER7 A7 I — B0 EUEEF AN (ALT 30 U/l ATF) Ictk#Em+5E
T, 7V R=r1 0.2 mg/kg/ H LA E&HGET 2 1V, MIERT AT I — B & SEHEERIPH N I PR S X
BEOTVR=yar i RiEl LT B Q FLL ) & 595 10 —f&IC, i1 [gG IXIRF AR L
TIRTFL., ZLDJEFITITILMEEFR AN ICUE TS 19,

2) THF A7V (L LT®R)

BERSCA DHE CRIR R EAT aA RO ARKEE B, B EATaARER 5L THNT AT
ST — PR EEEHIAN T b — LSRRV T P F ATV 1~2 mg/keg/ H D¥EEE21TH Y, %
o T F ATV T 281280, RIS EAT ARG B2V HIENTED, LnL,
FAETIX AIH KT 27V F 47V B 513 B A T D,

3 UNYTHFa—)LER

—MREIZIE, 600mg/ H A 92 1219, oY T4 F L a— LV RO I ThT L AT I — B RN A E R
PN Car hr— L SRV IR B AT oA RN & 525895, T2, BRI EREAT AN &5
IOV T AR a— NV iREIF T 58, B EATaAROBEEZ B CELIENH LN 19, =
T AL SIUTU R,
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2. BRI

HIENE R R R E AT AR ~OIGEIEN B ThH o726 Tl FRRARFIZB W TH R R
BATOAROMEFIIHANEHTHS 17, BOELFRT L0 TIE, THF4 7V 1~2
mg/kg/ B OGP /I3 EEAZE S5 141819,

3. IR TRHIZ OV T

B B ATOAREEICED 2 ML EMiE N7 AT I —F & 1gC MRt A I B MEE RPN CHE
FESIVCODIEFITIL, BB B AT aARIRIEOK T ARG 5203 TE5, LnL, BIBKEAT 1
ARVERERE T UTZHIDIFEA L T 3 FELINICERNADNLT-2D IR THL 072 Rl 8l 2202
HCHD 910,

4. BHEFIEH]

AT RERIIIE (APEFIE) TDIERNICIBWThIEE O AIH [FERICEIE G AT oA RIGHEEZ1T,
LinL, 7ahar B UG 40% L F Rl e v R E AL 1.5 YL B2 R HIE TR AR
THY, BRI L THEE T2 2020,

5. EAEH

FE B E I BV CHEE & B SV E Bl PRI IS AR T $ ORGI DAL TH
5o F- . BB RE AT ARV ZEE (] AF L L R=ay 125~1000mg/ H . 3 A M) <LNFHibh
Rk (MR AZ A0 MK IR BB T) 72 & DRFRIRIR DNV R a2 R TIE 08D D, 12720 2D R kia
DI T U AL S TR, T2, BB RE AT ARV AFEEATOBIIE, BE S A RAY
0y ANV AR BN EDBEGIE DA OHZ D7 BB L ETh D,

6. iR

AIH OIS TIE, SR TIE AIH OFF IR 22 E T 528, HEERTIRIZ AIH O BN S ISR b,
TSR REENMLETHD D AEIT T AT OB BB ETHY . YT AR a— LR
HEFEELRWIENEEL,

V. BIfER - & OHEDO X R

o EIFREARTrAREHREIZHIBIER - OHEICR 35 T8, MBS LELRD, (HELRE,
TEF L RDIRE C)

o EITHITIIFFEEIAEIVERENREL, ZNOIZX T AR RN ELRD, (HEREL, T AD
X C)

—

. EHRIE
AIH IZFAEED LI 3 L, BB AT aA RGN E 225720 | 5 HLERIE DA OH4EE
D, BHE B A2 EHIAICHIITL  BEITSC TREETT), WA ARe#3 D OfEREE
HITEINHEES LD, FPiIEE LT BEARAR R — MR iEERIE #30 D3 §l5F], 430 K
R ERNHNBNS P,
2. BERIR
MPERFREE ., FRCHFE A T 2 BUBERFZ S IFLC3 0, SOICRIB R EATaAREHEHT52
CICEOBERRIB OB OHEEN EH-5, — 072 B FRIECERI BRI A, LEIGE THEY
WRIEET,
3. HOAERE
fhd B AR BEZ A LT 0, B IEFIRIRSE . = — 7V EERE, BFIY D ~TF 228 D EmAE
FEiZHbn5 9,
. BB - B
D&M T B L [RIER T, R ZE B Clrd il - H F IR O HBUEE AL ETHY , BRI |
HHALE NRSRAETT) 29, Bl - B FIRE A OV 27 I3 BT 5 G B R 21T,
. s
A JVAPEIRPERF T HE A~ BEEE X <A PSR O S DR BB D 27729, B IR R L D

N

a
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HER LTS DO RFEIE BN MLETHY | G~ — I — R L E R (==—+CT+MRI)
Z EHIHINCAT,

V. BB
o JFROFEMR, BIFER - S BHEDH ., IO APl 2 BB+ 57202, EHHR
BEETVRBERILETHS,
WIHNERE O BMEE D DHERRRIEICBAT T2 E CIIBEEIRZ 2 M IR E L PR AN L TH
B, MEFFREIARICIE, MyERT AT I — B L oG # RHEEFFH N Ta be— L35, B2
FRAIZED IFROFRR, BB EAT AR ORENWEHSEOHE., im0 & iRl 4T =4
B,

V1. D&
o JFREIZE-T- AIH TIIFFBMHNEINI/25, (HIEE]L, =85 ADMI B)
o HARZBIFBDIFBHED 10 FEAEFERIT 15% L BIFTHY, MOBKBL LB L TRIZDORE THD,
NEEIEIE T H o7 BN GO N T IEREMITFH I E 7256 bLUTBERFA~2LL T
FIE LT G A IS A 27l iR S 72D, FEME M Z T, Child-Pugh 227 10 LA
b Clggs Al Ry NT — 27 D IR FEATF AR ) AN B kS Al RE L 725, BAMERIEHI N EIE LS D
UWITIERIVEF AR BICE S-S AL TN A ) TH D,
FHE D AH KT 2RFBAEO R 10 FAEFFR 75%8 BAF THY | IR I3 T 284l
B LS ThD 2, £, MFER T — EAKR T — DB C, AR O BRI DHRIE SO
72U 030 BFBRERIZ AIH 2SR T DB A NH DM, @5 O AIH EFEEEICNEHHEIRNE T
50

VIL. BEFAE~DHEI

o  BWI R BRI #HOIRE, FIHITEROBERIZIE, BFAE~OFHERIEEL, (JEREL, =t
TV ADIES C)

o SMRIEDLE . RHICEETHEFIDTFEL, EMERICHKTHIENEEL, (HELEEL,
TEF U RADIRE C)

o FHERPRIEFLEATIIBN T, BREMIZEMEDTF oy RNEEL, FEEBEL, =720
FRE C)

STHR

1) Lamers MM, van Oijen MG, Pronk M, et al. Treatment options for autoimmune hepatitis: a systematic
review of randomized controlled trials. J] Hepatol 2010; 53: 191-8.

2) Czaja AJ. Features and consequences of untreated type 1 autoimmune hepatitis. Liver Int 2009; 29:
816-23.

3) Feld ]JJ, Dinh H, Arenovich T, et al. Autoimmune hepatitis: effect of symptoms and cirrhosis on
natural history and outcome. Hepatology 2005; 42: 53-62.

4)  Selvarajah V, Montano—Loza AJ, Czaja AJ. Systematic review: managing suboptimal treatment
responses in autoimmune hepatitis with conventional and nonstandard drugs. Aliment Pharmacol Ther
2012; 36: 691-707.

5) Takahashi A, Arinaga T, Ohira H, et al. Autoimmune hepatitis in Japan: trends in a nationwide survey.
J Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.

6) Yoshizawa K, Matsumoto A, Ichijo T, et al. Long—term outcome of Japanese patients with type 1
autoimmune hepatitis. Hepatology 2012; 56: 668-76.

7) Hoeroldt B, McFarlane E, Dube A, et al. Long—term outcomes of patients with autoimmune hepatitis
managed at a nontransplant center. Gastroenterology 2011; 140: 1980-9.
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13)

14)

15)

16)
17)
18)

19)

20)
21)
22)

23)

24)

25)

26)
27)

28)
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(AT T . H C AT & OB e T %I T OB RICHOWT. [BASER 2T E
A7 By 4 S T R S S S IR 7 5 2 DB ME O T - B R AR B3 2 AR I8 1 BE SRk 24 AR EERR
5 AT ZE S . p18-9.
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5. B CRBRMEFRZET, DR EHREETOFIE

HEERERE (EITMSURT7ES—HELER)

— | R E DRSS
mFigGLHF SEEE (7 I)La—)L, B L)
B 2k (ANA/ASMA) - MR E
[k (DA RBRE KBEELLY)
<4 - B2 (BERART. EMERLL)
FFAE®R
ZWregt2013
BETHREREZ RO 7
2 AH

- | BEREOEE

BHHE (Cx—J LIRS, B1EHR
IR EEYO<F. ZDOMEER
EIxEB)

N | EREZH GETTE. BIEES DR

EITE. FBE
BEE
B HHE
- P&

BEAHORE @ AHIZXLT
Q@ AftEIZRLT
® BEICKBEIMERIZRLT

RBERRED 7T &t
FFkRERE
BeREXREDEH (BCilk, FIKERHEAEL L)
BIERAXR(BRE. MiHERE. BE. BREELE)
B BRFiRE
gk
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6. B DR RZET IWRTEHIREETOY ~)——F

AIH ZWr I8PRTTEHRGEDTZ D DY ~Y——F

EAHT—5

FEAR PRl % - & HFln_ gk

T.Bil___mg/dl, AST __U/L, ALT___ U/L

ALP___ U/L, IGTP___ U/L, IgG ___ mg/dl

PURZHUAR (Rt - ) %

PUEIR U (B - B5iE) 5. PL LKM-1 fuik (B - BotE)

BroV2 T SEMIEIRIE (72l -HY) . BB (FeL-HD)

HBs HLJF (Batk - BtE) . HBe fuias (Bt - Boftk)
HCV FUi (FatE - B51k) . HCV-RNA - (&t B5k)
PIIb= RUTHUAR M2 HUk (e - Bhit)

miggk  0g/dl, 7=UF>  ng/ml
CeEIZRMENT | IiES _ [d/dl BAm7 T2 mg/dl
RTHTENEE | *IgM-HA FTik, *[gM-HBc FIA, *[gA-HE HLik,

LUy, ) *[gM-CMV $H1fA, *[gM-EB VCA Hifk
G2 TR (FeL-&Y) . HIWEIRZ (ZRL-50)
I Ab _ g/dl \PT __ %.INR

P (2L -HY) K (72l HY) | FFPERE (Z2L-HY)
H G AT 20 (el - HY) | IFFEA ORI EAL (L - HY)

B OHE RIS REIR THER (oL 80) | BEIEIR (PR - HY)
BA&R (Z2L-HY) . free T4 [3/dl, TSH w/dl
P TPO HLik (Bt - BEE) | BT SS-A Fik (24 - i)

PL SS-B Huk (Bt - Bttk) . U~ hARIK 7 (R - Bik)
BEPRIE (Z2L-HY) . HbAle %

B HLRIE (P2 L 4R )

saliih HLA-DR(DRB1)
/R ER 77/, AFP ng/dl, PIVKA-II mAU/ml
SR ELAT A AL B =T AAFR (2L -HV) | IWEMIRE (ZeL-HY)

2By MK (72 L+ $Y) . emperipolesis (Z2L V)
HFFZE DEEFE « RAE (T2 U~ « FREEFE « 5 BT )
HOERIRE BH O FFHIIREESE (7L - &) . BB IRZ (7L - HD)

SR AR

oxT

EEEE HIRL 1] « FF B f51]

EFRZWr e | GETIR AIH 2ir2=ay _ R (282 - T D)
A5 AIH 2 A= T (B2 - BE2 - X D)

HE A2 T Stage __, Grade ____
TEPERTR - JTREZE - BT 2% - 2 OAth,

HE BEE - P AEE - E Child-Pugh score __ s (A*B-C)
MELD score s TR S AR T A AT L

B OHE BB RS (T2L-&Y) | FIE-EK (2L - HY)

HFVERMAE (2L - V) | AT (el -&HY)

ST
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167 &t

AIH TLR=yar (ZOM: ) mg,” A
UDCA _ mg/H.7H¥FA7V _ mg/H
ATaAR OVREE (FL-HY)

FO:

EBOHEICHLT

BE~Oay | YEmbhEEel - LEENEW
H Lk

TR AE LR R ATREMER -
BHEEMEA~DOA YV RREID HILD

ST
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7. HOHREHRRZED V=)V« JAF g
. EAREIE

QI-1: B D4 (AIH) BIZE DI E BN ?

QRN B OB MERT R IT955E Tl Autoimmune hepatitis EE V), B X F %L > T AIH LTS, 1L
EFHNZEE vy Z7e7 U MGER H CHUARD B m B EIZ A DNDA, ZHHDORHEIT AIH (2 Fr 5
72O TR, ZEnITRARZ R e E 2 T A MO B Z RN T DL ENH D, FRRIBIZZE THY,
Z L DIEFNFIEVED R 2D | BVEIF RARICIIE (CRMEFIE) T8I A1ET 5, MERIEFNZIX
SBEF AR AT T DIER DD, Fio, ZWIRHZ T CICHFEZICERL TODEFIbH 5,

AH 13 H CHURD HBL 2 — 230 HUEHUR, HUFRHTURDREEMED 1 BRILHUTEI 7 aY — A
(LKM) ~1 FURBGED 2 BN 3RS D, AFBTIXTHMNIZEALETHY, 2 T TZH T Thd,

FRPLE 722 TR

D EAEE TEEMEO N - IR BB RN BE. B B RZIETART12(2013
). http://www.nanbyou.or.jp/upload_files/AIH-Guideline.pdf.

2) Krawitt EL. N Engl ] Med 2006; 354: 54-66.

3) Czaja A, et al. Gastroenterology 2010; 139: 58-72.

QI-2:JRRITE DIIITEZHILTNDD?

ARRIZIARATHAN, B EREBFOBE S’ EESN TN,

S FEN: AIH FIEDJRRITBAER B AR THLD, HFUEHUAZRE D H CHURGE, & vy 7 e7 Vi
iE | LoD B O B OAOF, B R EAT ARG T DS MERE DD | IEER T AT LD
HEIZ LD B O i r OB 50 MEE SV TS, RTINS ERIE T AAREAL THY | Akt
THA KIS T MEOTEME L2 2] 3~ E g HEE T MO BEE 25 I LM e
FENIFEEE O LR EE 2 SN TWD, FBiEDOBIGHE 2R MR GBI ER) I ATH0F% R
(BREZER) SN0 DEFIET DEHEESALTODH, TR 5 B O BLR ORI HURIEVE
FEICRESINTELT | AR BIZREAZ2H CHUERD RESI TR,

FRINE 702 ST R

1)  Muratori L, et al. ] Autoimmun 2013; 46: 74-80.

2) Heneghan MA, et al. Lancet 2013; 382: 1433-44.

3) Liberal R, et al. Best Pract Res Clin Gastroenterol 2011; 25: 653-64.
4) Czaja AJ. Expert Rev Gastroenterol Hepatol 2007; 1: 113-28.
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QI-3: RIUERLEM B 5 D FER L2 o TRIET DD HDH ?

A:TA N ARG ~DRBILREDFRERVRIETIZENHD,

QD T AN ARG I ~D BRI FHIK LTV IIE T HIENRIBSITEY, VAV ARG HEY)
REHFEMIZ XD B Ol DL/ SR E A LB &k & D4y FFRIAMH: (molecular mimicry) 72 & 12J0
H O OIRENH EINDLEHEE SN TS, UL, ESEFE [T IED TR LR DB E D7 A )L AP IR
W35 LS TR, ALV AFYRIE Cld, A B~C B K ONE RUFFA& A /LA Epstein-Barr (EB) 7 A
WA RIBIANA, ARG AN AT ENHESITEY YT/~ AT AV=T VR AT
NR— R Ao B —Txry o, TIUASREF L B TINF o [HEKRERH S, N HR LA 55,

HEBEFELTZ AIH DM IVBAEA L LIcb DR, B CAE R A E IEMIMENTIRE | AIH L3k
R EL 2SI LIcb DR E O REMENE X B, #ERITREECH D, I A& CEEICRE

THMENDD, MR HPEZREEIC AIH 23 RIE - T 2268650, R/ RES BIEICEE T2
AlREMENN D,

FRALLE 702 SR

1)  Mieli-Vergani G, et al. Nat Rev Gastroenterol Hepatol 2011; 8: 320-9.
2) Czaja AJ. Am J Gastroenterol 2001; 96: 1224-31.

3) Bjornsson E, et al. Hepatology 2010; 51: 2040-8.

Ql-4: BEII B RIMALDWFET S0 2

A:1 DD 2 HASBWFEFEEL CWBEHEESh S,

RS FAE O AIH OF R, MERICETAEEFRE I T o, 72,2015 41 A
1 BCEASERE G E T DR EHR 727208, S RITHEE, BERBIOEEDOLTHHIE
DD ERBITHEIRE TEAR, 2005 FI Tl EE T (B IE/E AR I LD E 2004 4 1 4R
DEEEIT 9,533 ANEHEESIL, LLRTORIFRAA L L L THIINL C0D, F7e, il 2 IREWRE T b
TP HAENDHEN 5L B ENZIFR 2 T AD 15 L EOBEPIFEL TS A REM RS D,
F7=, RIFAEDDERF 2,000 ASFIEL TODATEEMES RIBEIU TS, UL, FE IR BI]052 K
BlHdHY | ERE2BE IO TIX W,

FRPLE 722 STk
1) = KJAFRAS. FFREEE 2007; 54: 425-30.
2)  *Yoshizawa K, et al. Hepatol Res 2016; 46: 878-83.

‘Memo: AIH OFJFRIZDOV ‘T@?ﬁ%@%&%ﬁ
HHICB W THREBE TOEFEREIT D200, BIREBOBEHIEOH LT Z0
T U TlE, TOBEET —H 05, BiIE TIIARER 18.3, AR 1.1, BE TITHHER
23.9, FEEE 1.68 THoT-, Tz, FERFGOWZETIL, R 10 £ E T g [R-
T FREMTOI., BIREIL 4.0~42.9 EDRDIZEOEINHLILTND, [ERRLRRS AT
LOEWRLHE ST E, OB TODZRI DR VRENRRE LB X 5D,

FRALE 725 SCHR
1) van Gerven NM, et al. Scand ] Gastroenterol 2014; 49: 1245-54.
2) Gronbak L, et al. ] Hepatol 2014; 60: 612-7.

-114-



QI-5: EF D IR ADBFRYLT U ?

ARV TWEEDBIGREF (£<IZ HLA) 282 A%\,

QR B AcklE 1:6 LeMEic <, BIEIL 50~T70 5 TEVVNEHI S ElE £ TRER THD
N5, BUE, LT EICRE T A2 ENHLRL DL, B ED HLA ZHio7- A Thsh, TN ETIL,
P B MR - &L C HLA-DR4 (DRB1*0405) 235 &A1 TERY, #9 70% DAERI S HLA-DRA BT
5%, K TIL HLA-DR3 5N DRA E 00 EH T D NIFIELRT UV, ORI+ 012137
ST, £z, EEIVT ~F | BEFRIRE o — VAR ERE R E A A DT 528380, B
CAIERBEL CORREFFOANDFMIIELLT W, BE, FIEITH DD BN B As 1T (7
LU ARIELFENT) D3 T4, HLA-DR Z XL BB DO BRI 5L DA EE LTV D,

FRINE 702 TR

1) Czaja AJ, et al. Gastroenterology 2010; 139: 58-72.

2)  Yoshizawa K, et al. ] Gastroenterol 2011; 46 Supplement: 42-7.
3) = Seki T, et al. Hepatology 1990; 12: 1300-4.

4)  Yoshizawa K, et al. ] Hepatol 2005; 42: 578-84.

5) de Boer YS, et.al. Gastroenterology 2014; 147: 443-52.

QI-6: BT B ?

AT HLITE RN, D3R T WEIBERITH D,

@ FED: AITH OFRIEIITHEED HLA LORSE (Fe2 EIZB\ Tl HLA-DR4, BCKIZFEBUWTIL DR3 &
DR4) 2 RENTEY BB ER]II D720 b THHLDEE 2 HILTWD, Ll RN TOIEIER]
WIIEFICENTHY BT HEETITIWV AW, REFE CIXFEMRANREIEL 1.0% AN DHTH

277,

HRHLE 75272 SCHR

1)  Krawitt EL. N Engl Med 2006; 354: 54-66.

2) Donaldson PT. Semin Liver Dis 2002; 22: 353-64.
3) * Hodges S, et al. Gut 1991; 32: 299-302.

4)  Abe M, et al. J Gastroenterol 2011; 46: 1136-41.
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II. AIH ©ZWr

QII-1: EDEHRIERDBAELDH ?

A:AIH TREIZRD DNAHIERITR Y,

OEDL: LIZUIX BB, B 7%, BACRRRE D B RIERZ D, AFFREE N E P25 5135
JH72E DTEIER DA DND, —T5 . BMTEIERZEED T BRI W22 L CIFFE E 2 RS
X2 T HIELD IR, ETo, BMTREOIERIE, MK E DRFEZI I IEIRD AN Eb DD,

58 7 Search (((autoimmune hepatitis) AND symptom OR complaint OR characteristics)) NOT (review
OR editorial OR comment OR case report OR case reports [Publication typel)) (247—34—3)

FRALE 722 SR
1) Czaja AJ. Liver Int 2009; 29: 816-23.
2) Abe M, et al. ] Gastroenterol 2011; 46: 1136-41.

3) Toda G, et al. ] Hepatol 1997; 26: 1207-12.

QI-2: R T —Z DRHIX ?

A:ALT BALOMIBERT VAT I —ERER AL, iR, SR HAZD B B HREEE,
M¥E IgG BETHIZ LI KETH B,

QHEIREE 1, TP T U ROME:A

QEDL:ALT BALOMIGIT VAT I — B @ N ADNDZENEEEAY T, A THUREHUAR, FrriEih
Puk7eL o B EBURBEME, Ml 186G SEOHT ARALND, 728 T FIEZKiREO Mg 7 A7)
— . 1gG MNHHMREDOIEFINEINL TD, ITOEFEFHE TiX, ALT & 100 U/1 LA FORERFIH
BIRD 34.2%, 1gG B 2000mg/dl LA FOFERINN 38.9%% (56D TV =, DA ALP, v GTP 20D fH
EARBEREOFERL ERIIALNT TNOOE W e ERZ S SAI TR MR MEIRAE & (PBC) 0%
MMERFREED 5D RETHD,

¥R 2 Search (((autoimmune hepatitis) AND (symptom OR complaint OR characteristics)) NOT (review
OR editorial OR comment OR case report OR case reports [Publication Type])) (247—34—4) [1]

FRINE 7025 3R

1) Czaja AJ. Liver Int 2009; 29: 816-23.

2)  Abe M, et al. ] Gastroenterol 2011; 46: 1136—41.

3) Toda G, et al. ] Hepatol 1997; 26: 1207-12.

4)  Miyake Y, et al. Dis Liver Dis 2010; 42: 51-4.

5) *Takahashi A, et al. ] Gastroenterol 2016 DOI: 10.1007/s00535-016—-1267-0.
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QI-3:ZWrcRiIsE CHfEDERIT?

AT SIS TR B O IR A TH D,

QHEIREE 1, TP T U ROME:A
QFEDL: AIH O BRF A H CHURITRZFIE S TRV, PR R 1508 5 PR
JEFIDNZ\ N, Bt O 2 E A T, SUEHURBEESRIT 90.7%, HUTIBRBURBEIESRIT 40.9% T, Hik%
PURREMEBI D 50% TP I HURBEME Th o7, 7o, BRCKD AIH2 B CFROLNDLZEN SN FUITE
7uY—A(LKM) -1 FUROIRDENZ BT ARG HEAEEE 13RO TIEL | Btk Th > Th IR & [RIFRIC
BEEDREBI A\,

F7-2. HEHEROBRHBIOZEO A IcA#H 752660, 2RI Th-oThi%
WZBEtEE IR BZ b BB,

¥R Search (((autoimmune hepatitis) AND antibody OR ANA OR ASMA)) NOT (review OR editorial
OR comment OR case report OR case reports [Publication Type])) (1571—33—3) [1]

FRALE 722 SCHER

1) Efe C, et al. Scand ] Gastroenterol 2013; 48: 504-8.

2) Mehendiratta V, et al. Clin Gastroenterol Hepatol 2009; 7: 98-103.

3) Zachou K, et al. ] Autoimmune Dis 2004; 1: 2.

4) *Takahashi A, et al. J Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.

QII-4 : 51§ _REE BITIIM 3 H B0 ?

AFFREE R St LR BLDER], RASBE T,

QLR 1, TEF UV ADME:A

O FD AIH OBWHIIIEEARDITERIZHITHY , DANVAMRTFIE, 7V — VTR | @R X
DIk EZ 5 TR ERT RS | IEIIMEIFR R, RO A NV AN DT ANV ARG (EB U A VA, HARA
HOATANA T T ITANAIRE) ICE DR ERE OMOJFKZETERITHENEETHD, BK
FZEE R R R EE 72 DDV T B PERTREE | JET Vv a— U EIRIYERFR R CH D, MR B
FURZRE O B CHURD B EL R DI DHY . RN E A BT 5, S 3K B U ORI AN B T,
SRR S OY il WA || NP ST RN AN [ g SY A X B YA A QAN TR

¥ % 2 Search (((autoimmune hepatitis) AND differential diagnosis)) NOT (review OR editorial OR
comment OR case report OR case reports [Publication Type])) (1147—9—4)

FRHLE 722 30K

1) Efe C, et al. Scand ] Gastroenterol 2013; 48: 504-8
2) Suzuki A, et al. Hepatology 2011; 54: 931-9.

3) Yatsuji S, et al. ] Gastroenterol 2005; 40: 1130-8.
4) Umemura T, et al. ] Gastroenterol 2011; 46: 48-55.
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QII-5: ZWrTHFAERITSLEN ?

AW, ERIDOTD IZITHATTDDNEELYY,

QHEIREE 1, TP F U ROME:B
OMEFL: AlH EOERINFE L e D3 PERTRE S | FET /v — WPERRITERTR B E O BRI IE, FAAK
FHRBINEE THD, Fo, BVERIEFIN, SVEFFRBIEITFR O APEREE) A BRI DB
I EE THD,

M R7 AT IF—8 L7 PR CH AR 72 TG B 23 5 L7 E B S D 7aldeunizsh | TR EPED
RO DI PO ENI A AL E 2 b5, 72720, BIEFIZRE CTHAR O T AR 25 A1,
B A TATORM BT 20,

iR 7 Search (((autoimmune hepatitis) AND liver biopsy)) NOT (review OR editorial OR comment OR
case report OR case reports [Publication Type]))(1004—13—2)

FRHLE 70D SRR
1) Bijornsson E, et al. Clin Gastroenterol Hepatol 2011; 9: 57-63.
2) Efe C, et al. Clin Res Hepatol Gastroenterol 2012; 36: 185-8.

QII-6: R EO 72 FF AR AR I3 D> ?

A BZER, BT EMROBRBEZ LRI 7 —7 2 A RAFRIGITEBHI TH D,

OHEIREE 1, TE T U ADIRE:B

OFER: HZERIRIM A LB 700 AL H— T 2 A AFRAGIE ATH IS EBEEE SRRSO DL DG . TR E i
RIEZEZ LN, F/NENOIFHIFEESE, Ffia =B MERK, emperipolesis 7284072753
BlEisnD, MO ELZE- T RN EEN TH LA, IFlaaE Y MERL, emperipolesis (X
AIH ELTOZKr EoF AR HE S TnD,

#2528 5 Search (((autoimmune hepatitis) AND histology)) NOT (review OR editorial OR comment OR case
report OR case reports [Publication Type])) (1014—21—4)

FRALE 722 SCHER

1) Guindi M. Clin Liver Dis 2010; 14: 577-90.

2) Carpenter HA, et al. Clin Liver Dis 2002; 6: 685-705.

3) Terracciano LM, et al. Am ] Clin Pathol. 2000; 114: 705-11.
4) de Boer YS, et al. Histopathology 2015; 66: 351-62.
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QII-7: Wi E BRI I T LD ?

A BUTREDEST E O FHRC ST R 2R FIEDOBBNZITA A Th 5,

QHEIREE 1, T F U ROME:D

QFEDL AIH TR A2 B AT BT, Ll BMERF R SO RIERENRE 242 AIH TIZHEM CT
BRI TARE) — 2RI g 2 23D 2R E< | MDJRRIC I AT R 2L OERICH A Ths
EORENRHD,

¥32 2: Search(((autoimmune hepatitis) AND imaging)) NOT (review OR editorial OR comment OR case

report OR case reports [Publication Type])) (82—3—2)

ARAL L7025 SR

1) Sahni VA, et al. Abdom Imaging 2010; 35: 75-84.
2)  Yasui S, et al. Hepatol Res 2012; 42: 42-50.

QII-8: 2Ll H Cou S AT R DU Y 2016 1282 TYTHRED?

A: BAMNEFIOBENZIIH A THD,

QR AIH 1 AFRIC I BRI 5. BRG . 1B SUCES D Ien b3 8705, TH & o
WS (2016) 113, FEIZB T D EEREOR RLSRICU TERESNZH DT, HAAD AIH 2
WriZid B EEzbn5,

QII-9: ZWHIIIRFTHR E B TS i 2

ATBIFBRE BN TRY, FIIEERBIOBITICITE B ThH5,

QHELREE . 1, TET U ADME:A

OFEHL: 0 ARZ G AL E O AIH X, FERAFTEE D DRSS EER AIH 7 /v—7 (IAIHG) 1%
1999 4E|ZSGTIRE RS2 L HEA R R LT, ZORBMILMETIRBINI-Aa TV 7V AT AL 13 THE
DOBFHEBIZDOWTHE & iz SR E R TEW 500 T, TOZWHEZMEIT 97 100%E 158 T
W ENRE NI TREES TNV D, FRIZIEERFI D2 W iﬁfﬁf&;é UL, HET REE KD
ZNWENRHEZETIHAT X TORER TS, if_ ZOZWIEAEDIERR B BT AIH OFFHE,

TBRMFIE DX R DIEF ORIHTHY . B H 2 f/ALﬁTODﬁEIJFH%Z\ﬁ‘UB HEIZBW LD
TRV LI ET AV ERHD, Lo T H %Eﬁﬁﬁf@ AIH ZWHcdHi=-> Tid, IR AT T (2 [H

A RETIIRNE JAIHG bIEERE AT TD,

38 7 Search (((autoimmune hepatitis) AND international AIH group)) NOT (review OR editorial OR
comment OR case report OR case reports [Publication Type])) (87—13—5)

FRALE 722 SCHER

1) Czaja AJ. Hepatology 2008; 48: 1540-8.

2) Koay LB, et al. Dig Dis Sci 2006; 51: 1978-84.

3) Zeniya M, et al. ] Gastroenterol 2005; 40: 1148-54.
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4) Alvarez F, et al. ] Hepatol 1999 ;31:929-38
5) Czaja AJ. Dig Dis Sci 1996; 41: 305-14.

QII-10: ZWrizidfi 5 R E R B ¥R H HD> ?

A HT R RAEICEN TRY, FHCBIR RE AT nA M ROHIMNIZIIHF A THD,

QHEIREE .1, T T U ADME:B
@ fE SGTRIEBRZ W I I B 33 2 < B 2R I BT DFIEMEIC R I AL O A5
[AIHG % 2008 I 41,5\975%7‘065?*%9*'].5%3 ZITEEAAERL LT, 20 4 T E L, THAEEZE e R
10 2[E D AIH 359 BIDOHEFT FHIFEHT D2 WS T -9 AL - L Tt S e b O Th D, £ D7
W, i 5 T [E B W 2 Y 1 U M 0 R B I BN QO D O R CTH A, [RIRFIZZ WO kL L
NAELDH AR rﬁzz’)%é_k%ﬂfﬂéﬂﬂ\éo
Teob | WETHREREZ W I T2 WSS MR B CHURIGE ., 1gG Eififi/e & DT LAY E Si27e
WIEERIBERISFR U ff%u*r% ENTED, — 7, 85 E B2 W LV L2 R B L
AIH JEEEFIEE D AIH JEBFIOERNZA FH CTHD, Liz3->7C, 5 E R W FL e ClI a3
G IEERIE B 2 FYE &3 FTREME N S D T e AR BHIZ I X | SEBNZ IS U C il i2 W 25 Y21 B
IFDIENRHETHD,

KR Search (((autoimmune hepatitis) AND simplified criteria)) (review OR editorial OR comment OR
case report OR case reports [Publication Type])) (33—7—5)

FRHLE 725 SCHR
1) Fujiwara K, et al. Liver Int. 2011; 31:1013-20.

2) Czaja AJ. Gastroenterology 2011; 140: 1472-80.
3)  Qiu D, et al. ] Hepatol 2011; 54: 340-7.

4) Miyake Y, et al. Dig Liver Dis 2010; 42: 210-5.
5) Hennes EM, et al. Hepatology 2008; 48: 169-76.

QI-11: AMFIEF DOBZWHATIH A 2

ATREARRERIRET, BRI TH.

QHEIREE .2, TP F U ROME:C

QFFED  AVERIEGITITE CHUARAE, 186G Wﬁ@r@%@ AN Ea“m);hé ZD XA IEBITlEek

%Tﬁ}iiact(ﬁﬁaﬁEﬁ”l%iﬁtﬁ%%fﬁ%iﬁ%’ﬁm WCELRWIERHAHT2O , 2T 526055,

DR NS ESNIZ AT, B OPURERME, 166G (Kl TH AIH %Eﬁﬁ_kﬁﬁ%f%é
FRR A AT/ N EE R %%551%%;:@“6;&75 2\, 2, BYEFR 2RO RIERRE 2T 5 AIH

TIEHHE CT MAEIC TR — 2RI IR S 2 23D 2N S MO HIRIC LD AR 2L O

ICH A THHEDMENDHD,

i 22 X : Search (((autoimmune hepatitis) AND acute presentation)) NOT ((review OR editorial OR
comment OR case report OR case reports [Publication Type])) (68—7—5)

FRALE 725 SR
1) Abe K, et al. World ] Hepatol 2012; 4:262-7.
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2) Miyake Y, et al. Dig Liver Dis 2010; 42: 51-4.

3) Stravitz RT, et al. Hepatology 2011; 53: 517-26.

4) Abe M, et al. Clin Gastroenterol Hepatol 2007; 5: 255-8.
5) Hofer H, et al. J Clin Pathol 2006; 59: 246-9.

QII-12 : JRFAMERRH AR E K DR BB EEIER] (WD “F— N —F o FIEFRE”) DB WHZ X
BHR»M?

A:Paris Criteria 2’Z2BHCHWBNDTENL,

QHEIREE 1, TEF U ROME:C

QFEDLAIH LJFSEMEART MRS 2 (PBC) D& DR G &S Wb d 4 — R —F o T fEGERE”
DBEFEIZHSUWNTIL, PBC D 10%FEEE . AIH @ 10~20%F25E L34S SHUCUND, TEST S 7= 22 W FEvE
DFAELRW=DICEEIARATH D, £72. AIH & PBC OELL— 7 DIFREN AT T AERIE AIH
& PBC OJRRENNITIE ARG B DIE BN FEAET D,

“F—R—=T TREGERE OBWNIE, ATH ORERZR 3 SOREKAFH (DALT A EEHEE EIRD 5
LU b, @IgG MEEEE EIRD 2 504 B E13H0 IR A HUAES M . @FLERF A AL ERIZ A DA
B =T 2 A ARFRAG B HID) PBC DRI 3 D DRGERAIEHE (DALP S EYEME EIRD 2 L4
EFEIE v GTP 2N EEHEME ERROD 5 1504 b, @FIIbar RUTHUARME . @A AN ALE IR 2 1E9)
DFNFH 2 T H LL &7~ 0 B (Paris Criteria) 28 HWSIAHZEN LN, —J7, IAIHG 1% AIH
& PBC D¥pits % e dalig 2 79 REIIAFAE T D03, ML U7 B S IAFE 3, AIH HDU T PBC O
T DIRREIC D FASNA RE THHEREBL T5,

#5242 Search((autoimmune hepatitis) AND overlap syndrome)) NOT ((review OR editorial OR comment
OR case report OR case reports [Publication Type])) (127—20—6)

FRALE 722 SCHER

1) Bonder A, et al. Clin Gastroenterol Hepatol 2011; 9: 609-12.
2)  Kuiper EM, et al. Clin Gastroenterol Hepatol 2010; 8: 530—4.
3)  Muratori P, et al. Am ] Gastroenterol 2009; 104: 1420-5.

4)  Suzuki Y, et al. ] Gastroenterol Hepatol 2004; 19: 699-706.

5) Chazouilleres O, et al. Hepatology 1998; 28: 296-301.
6) * Boberg KM, et al. ] Hepatol 2011; 54: 374-85.
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[II. AIH OIEYEE

QIII-1: E D EH72FEB] TR L EED ?

A: fiERNTU AT IS —ERRFEE (ALT >30 1U/1) 3§ R TIT, MTRRBLE THD,

QLR 1, TEF UV ADME:A

QIR BTN T8t MG T AT IF— B Y IR 10 (204 EosEfd], 7213
5 5L EDD v a7 VRN EFRO 2 5 LL EZRIIERID 60%74% 6 2> H LANIZFET- L, iP5
PR CAGEETE 02/ NESEFE N T DIVDIES D 45% 75 5 AELANIZFE - ¢4 L S Tung, £7-,
Wit -aRs—MIZEB L O AT~ T (w7 L 2—IC kD ZWiFICBE R D iR T o AT
7= ERNRBEDIEFNZIBN TS WBENMTONRT IR TR AR LD EN RSN TS, LT-
NoT, MIERNT AT I — BN B Z R JIERIIIEE X G CTh D, 7235, NRIATEIFE B0 R AR
PR L ORI LA IFREEOEF], PBC R° PSC OIREEA N EFSIEGIGFIET A END , 1B
BB ATI AR AR SR IC L DI ATV IR DO RINA T AL ER DD,

¥i& 2 Search ((autoimmune hepatitis) AND (natural OR untreated OR RCT OR RCTs)) NOT (case
report OR case reports [Publication Type])) (374—15—4)

HRALE 75272 SCHR

1) Lamers MM, et al. ] Hepatol 2010; 53:191-8.

2) Czaja AJ. Liver Int 2009; 29:816-23.

3) Al-Chalabi T, et al. Clin Gastroenterol Hepatol 2008; 6: 1389-95.
4)  Feld JJ, et al. Hepatology 2005; 42:53-62.

QII-2: 1 BT ?

A: MMERTV AT I —B 2RI EE B EEFA N (ALT < 30 U/]) Tarhe—Lr§ 328 ThD,

SHEIBE 1|, T T U RDOME:B

OFEFL FMED AIH EGI ORI T142I1E 10 AT 95%LL EERIFTHY, — A O EENRNTE
DR ESNTND, o, MG AT I — BN EEEHEPI N IZa e — L ENTIEFITIE T HE R
I THHM, BRI TSN AT T — B AR5l CTHERS 9 DRGS0 B R A 40 3 9 E B Tl
(B AR EA~DOHERSCHFRIE DOBEJE D EH W ENREINTWND, LTzD3- T, ThE BAFICROT-0OIC
WX, MIEF 7 AT I — B AR I ER AN Cas b — LT 52 RN ETH S, 72720, MiE
NI AT I — B E YL PA PN Th B0 S TR AICTR BN E S B0 . MR EMRICE -T2
DIZHARTHENRR THAHZ0D | FERE A5 ML L ETH D,

#iz& 2 Search (((autoimmune hepatitis) AND therapy OR treatment)) AND prognosis) NOT (case reports
OR case report OR review [Publication Type])) (441—43—5)

FRINE 705 3R

1)  Yoshizawa K, et al. Hepatology 2012; 56: 668-76.

2) Hino—Arinaga T, et al. ] Gastroenterol 2012; 47: 569-76.
3) Hoeroldt B, et al. Gastroenterology 2011; 140: 1980-9.
4) Miyake Y, et al. ] Hepatol 2005; 43: 951-7.

5) Dhaliwal HK, et al. Am J Gastroenterol 2015; 110:993-9.
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QII-3: 1RO FE—RINFKIL 2

A:BIBEREAT uAR R E BN THD,

QHEIREE 1, TP T U ROME:A

QR AIH OIF R DA THLT- DO RIGENRFRIEIIME L SN TELT | BB EAT AR EF ik
WL 5, BB REATaAREL T, PV R=Y ar B EFEHEN TV, FAEORITO4EH
ETIE, 80% DIEF TT L R=yar EE N THhIT\D, £z, 7L R=V o CIREINZER O
98% TIMIEN 7> AT I — B OB ENFHIL TWD, AOHERCRITER O7-OIZEIE R E AT a AR 2Af
HCERWERTIE, 7T 7V OB G 2EET 5,

#3282 Search (((autoimmune hepatitis) AND (prednisolone OR corticosteroid OR steroid)) AND (human
OR patient OR patients) NOT (overlap OR overlaps)) NOT (de novo) NOT (letter OR comment OR case
report OR case reports [Publication Typel)) (625—152—2) [1]

FRALET 2D SRR

1) Lamers MM, et al. ] Hepatol 2010; 53: 191-8.

2)  Abe M, et al. ] Gastroenterol 2011; 46: 1136-41.

3) *Takahashi A, et al. ] Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.

QIII-4: BB EATuA RO/ ts B ?

A: 7VR=Ya AT 0.6mg/kg/ B UL EZ B RET D, 2283, HEELL E T, 0.8mg/kg/ BLAE
B EHRERD,

QHEIREE 1, TEF U ROME:C

QR FE O AIH FEGNZRKCK O FEFNT He TR B AT v A NIRRT D SOGMEN B4 CH
D, L R=y L TIRESIDIERFID 67.7% TG EDS 30~50mg/ H ERCKIZHE R TO&ETHD, IiF
N7V AT IS B BN ER PN S ES T 57201E, TV R =Y nr BlaE L LT 0.6mg/kg/
AUl ERAMETHY, PEIELL EOJEFI T, L=y BitEL LT 0.8mg/ke/ H UL EAMET
HD, AASLD OZIENTARTA L Tld, 7L R=Y1rl 60mg/H F-137 V=Y 30mg/HETVF4
7V 50mg/ B (7213 1~2mg/kg/ H) OO HIEIEIZLDTEREE ADHERES LTS, £72, EASL O2
BAARTALTIE7 LV R=Y1r 60mg/ B XVBIAAL, 3 i HLABRIZ T F 47V 203 DR EN
HELES N Q.

¥ 38 7\ : Search ((((autoimmune hepatitis) AND (treatment OR therapy) AND (prednisolone OR
corticosteroid OR steroid)AND (initial)))) NOT (review OR editorial OR comment OR case report OR
case reports [Publication Type])) (105—53—2) [2]

FRHLE 725 SR

1) *E AT EF PR A B & EE S MR B SO AR ZE S 2 TR ME O T - REE YR B B3 2 FR At
ZEIHE SRR 24 FREERRES - Sy A ST p18-9.

2) Takahashi A, et al. Hepatol Res 2015; 45: 638—44.

3) Abe M, et al. ] Gastroenterol 2011; 46: 1136—41.

4) * Takahashi A, et al. ] Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.
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QII-5: BB ICBIT IR R EAT AR OBEEIZ ?

A BB REAT oA N IBRICE D MERN TV AT IS — B BER OBRE ST O, H#EEBOWH
BIEREETHD,

SHIRE 1, TETUADMRE:C

SR AR A 2 AERRIERHT . iGN AT I — B OUE LR LI, 1~2 @EICT VR
=Vl HE T Smg W5, MJER TV AT IF—EBOWUER R+ THIUE, 2~4 BEIZPHLD
WET D, FVR=ya B H 8 0.4 mg/kg/ H LA T Tl, 2~4 #4EIZ 2.5 mg kR & F T35,
728, MIGN7 2 A7 IF— B B EEE P N2 SGE DR R E T i@ B 23 U E R, SR D~
LR =yar G BN D IR WERN BRI W2 | LGN AT T — BN A B N
I ETHETIHHEAHEEICITV, 0.2mg/kg/ H UL O HAHiT 5, £, MEFFRIELL AT LR
=uy 5~7.5mg/HEHEGIIVTWBIEFIN L AFEAEDIEFI T LU R=a HFF&ILX 10mg/H
PLUFCHD, AASLD DA ARTA L Tl, 7L R=Y1l 60mg/H M TRMALI-SGEIE 4 HEIZ
30mg |2, FLR=y1r 30mg/H &7 HF A7V 50mg/ H TIEHEEMELI-H-A 2% 4 B HIZ 15mg 12
BWETLZEEEN TS, F7o, EASL OBIFEATARTAL TIE, 1GBRLA% 3 @ B U T VT4 71
EGEHTAENEAIT, 60mg OFIHI G805 4 H B £ T 10mg/HTREL, 8 # H £ T bmg/HT
P LB T 50D FEHT 5T,

¥ % Search ((((((((autoimmune hepatitis) AND (treatment OR therapy))) AND (prednisolone OR
corticosteroid OR steroid))) AND (taper or tapering)))NOT(case report OR case reports OR review OR
editorial OR comments)) (23—13—2) [2]

FRALET2 D 3CHR

1) *E AT BRI R A B) & B S PR R B SO IR ZE S 2 TEE A ME O T - NHE YR B B3 2 a0 AT
JEIBE SRR 24 KRR - 0 ARSI F p18-9.

2)  Takahashi A, et al. Hepatol Res 2015; 45: 638-44.

3)  Abe M, et al. ] Gastroenterol 2011; 46: 1136—41.

4) #*Takahashi A, et al. ] Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.

[Qli=6: BB BB A7 0 ARBRIC L 5D A2 RITER) 2 2 |

A: TROBEE. BIBRERAT uANRENRAIZER THE A RFIEROFELRVOBRIE., H
{EHETRGE, FEtR | AR BB M A B, BB IR, AR, mIEE, EAFE R
W MAREE , BOEAT > T NIRO FHTAIDH L BFE | R LHEZE,

Fio, TROBECERPBHETHD BIUEDWEE, BiFta B R EEER £, BRR. HLE
RIS, R BRI, > oRR. FHRRE, FIREEEEE, RN, REANE, mRLE, HA
RES, B4R, B SEBRE,

QEDL HHIRIED T HIC OV, HARTAL MERESN TN, B EATOAR%Z 3 /AL
P HLNIMHH T EORE T, B EITOA &, i, AT NG5 RS HEEND5 4
DODFEMRIK T AT DOEFHN 3 L EDLE | SEYREZBRMET 5, WIED S —BIRUTE ARAR R
— MU (T Raxr—h UEReRr—k) ThHho,

FRHLE 725 SR

) EELRBA—T7—~ TUR=UEEUTCE
http://www.e—pharma.jp/allHtml/2456,/2456001F1310.htm

2) Suzuki Y et al. ] Bone Miner Metab. 2014; 32:337-50.
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QUI-7: BRI R EAT A RNTRRO H LA RED> ?

AJRRIELT, IR I REETHD, 12721 HERFRIE (LR = u R T 10me/ AL TF) IT4D
MERTFATIF—PL [gGC NEEMEFHNIZ 24 v H B RIS QO EFCIIRIBRE A
TUARNIREDO P IEERETT DI LB HEKD,

QHEIREE . 1, TET U ADME:C

QR BB E AT ARG LT 50~90% CTHEAL ., FBRIZHIEE 12 AN TEZDZ L
MNEN, FRZ IR T2 N EM TR OIE(LIZ S/ NAZ LD, BRI L CIa#EST TR EECTH S,
LU, VBHEH IERED M ALT 25 LV LBRO 2453 LU I [gG 23 1200mg/dL LA DAERFI TILFT
RN DIPNZ EMHIEIN QD MG T AT I — B O L UE PN O E DI
HRIEFT RO R ETIZNE 3~8 pHEIOENDRHLHZELBE T DHE, MGV ATIFH—EE [gG 2
FEVEMEHIPANICEGEL T0D 2 ] EI3T RIS 3BT D RIERT ALOTE G 18 22 H IZH720 1,
BE7 AT I —EE 1gG MERHIIC EEEME R N ICHERF S IV CODIER] Tl R 2B [ET 52
AR E b D, 72720 RIB R E AT aA R LRI B2 HERF CEOREFIIMTHY  H 1D
EEFIROE=ZV TN THD, 7285, #RE  FICFR LT IEB] O BRI CORIE FE AT
1A RN T DI SSHEN B4 THoT-REFI D2 TlE, FHRRFIZE W THEIE EAT AN &5
BNy =35 P Y 15y g%

¥R 2 Search (((autoimmune hepatitis) AND (relapse OR recurrence)) AND (treatment OR therapy))
NOT (case reports OR case report OR review [Publication Typel) (212—10—3)

FRHLE 725 SCHER

1) Hartl J, et al. ] Hepatol 2015; 62: 642-6.

2) van Gerven NM, et al. ] Hepatol 2013; 58: 141-7.

3)  Montano—Loza AJ, et al. Am J Gastroenterol 2007; 102: 1005-12.

527 Search (((autoimmune hepatitis) AND (relapse or recurrence)) AND (meta—analysis or systematic
review)) AND corticosteroid) (45—5—2)

FRALE 7272 ST HR
4)  Czaja AJ. Aliment Pharmacol Ther. 2014; 39:1043-58.
5) Selvarajah V, et al. Aliment Pharmacol Ther 2012; 36: 691-707.

QII-8: BIFRZEAT AR D RHIEIZED I LI=HL ) ?

A:MIERT VAT IF—B L [gG ERIGRIIROTERET D, 28, WHERS AL, FHREERRIC
BIDRIEF AOHREHER TOILBEEND,

QHEIREE . 1, TET U ADME:C

OFED: MIENT AT I — PR IR EERIFHNIZ 2 b — L IV TODRER] TIX 1% B 4T
Thb, 2 IRFEFIEREOMIERNT o AT IF —E L O [gG D3 EHEEHELTH N OIEF] CILFHARD D720
LEENTWD, LTER-> T, iGNV AT IF—B L [gC OB FRIEICIBR 21T, —J5 . M7 A
T — BB EEEE PN ORERNZ IV T TR O 55% , 1A% 1L D 20% TR IZRIE
AT R BHONDZENHESITND, Lieh3 > T, RIREZRE B CIIF AR Z 5T L CIFERR CORIE
AT MR T D2 EMEELL,

22 Search (((autoimmune hepatitis) AND (therapy or treatment)) AND prognosis) NOT (case reports
OR case report OR review [Publication type]) (476—5—1)
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FRALE 722 SCHR
1) Miyake Y, et al. ] Hepatol 2005; 43: 951-7.

¥R 2 Search (((autoimmune hepatitis) AND (relapse OR recurrence)) AND (treatment OR therapy))
NOT (case reports OR case report OR review [Publication typel) (212—9—1)

FRALE 722 SR
2) Montano—Loza AJ, et al. Am J Gastroenterol 2007; 102:1005-12.

QII-9: BB B AT AR CHRBBONLRNGEAIXEILIZHI VW ?

A:ORREA T TAT VAME T OR BEHER S D, OREAL T TAT UV AN BIHZH DO T E)
ERELNEWESIX. THFATFV O (B0me/ B)2E KT 5,

QLR 1, TV TV ADRE:C

QM B fE AT AR DIRIERY B OHIWH b T-> T, BWERRBRARLICEDIRED T F4 T
AR TR TR T DZENEHE Th D, RIT, BB EAT A ROIRIED T T4 T L A3 R AT
IIEBITIX, 7 F ATV OB 52T 2, 7T A7V LEIE REATaAROGF AR,
PIHNRIRE L CORARBE AL E MR ICB W CRIE BB AT aA R BEANRFR L TR L, EICH )
Thbd, B, T’NETI AIH KT 27 F A7 V£ 53R L Th s,

¥ 2R 2 Search ((autoimmune hepatitis) AND (steroid OR corticosteroid)) AND ((relapse OR non—
response OR intractable)) NOT (case report OR case reports[Publication Type]) (155—35—4)

FRINE 7025 TR

1) Lamers MM, et al. ] Hepatol 2010; 53: 191-8.

2) Takenami T, et al. Acta Med Okayama 2001; 55: 341-7.
3) Johnson PJ, et al. N Engl ] Med 1995; 333: 958-63.

4)  Yokokawa J, et al. Hepatol Res 2011; 41: 641-6.

QII-10: VY FAFTa— VERIXA I ?

AN TEHRTa— A BIBERICEVMBIN I VAT I —BOREREONDEFANRHFET D, £
7z, Bl B E AT uA R ORIV T A X a— VR E A TAZLIXER FHICE R THS,

QHEIREE 1, T T ROME:C

QEDL: MIENT AT I —FB O _EHNBREDIEFICE IS . & 0HERE TR BEAT oA R
R EEZE G TSNS ZENH D, — T OIEFI TIXT YT A a— Vg (UDCA) 600mg/ H #5-
IZEV MR T AT I — BN AR NI SE T 520355, £o, MG AT I — Btk
L7EB T, RIS B2 RIEFT ROUGEL ADNDHZENHESNTND, LinL., B RE AT
A RGP LT UDCA BARIEHE TIIIGHEBIE S MG N7 AT I — Y O FEMEEHI N £ Ttk
BICEMMZ L T5720  FFEZE G228 R0 R MG T AT I — B DU EN L THDIE]
TlX UDCA HANRFIIHELES N2\, F72, UDCA HANEGE CILIEN 72 AT I —E 2N FEEEEH P N
I ELT-EFIC BV T, FalRIc g h T AT I —E D L7523 55 AL AT e BRY Bl B
B AT aARIBIR B ULEChHDH, —I7, B EEATaAREHR&OME 12 UDCA 600mg/ H Z0FH
T HIEIZED, R T BRI L E AT aA NHERR & 5 B4/ 0 7e<{ 52803 T&%, UDCA IE, AASLD
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DRI ART AL Tl Empiric therapy D—-2>ELZF1, EASL DA ART AL Tl AIH OIREEREEL
TIEEE LS TRY,

¥R 2 Search ((autoimmune hepatitis) AND ursodeoxycholic acid) NOT (overlap OR overlaps)) NOT
(case report OR case reports OR review[Publication Type] ) (42—3—3)

FRALET 2D SRR

1) Czaja AJ, et al. Hepatology 1999; 30: 1381-6.

2) Nakamura K, et al. ] Gastroenterol Hepatol 1998; 13: 490-5.
3) Miyake Y, et al. Hepatol Int 2009; 3: 556—62.

QUI-11: VI FFFya— L iz kB 27 (BIfER) 132

A EARRNCRERIEFITHLED, TIHLE RS (TR, E, ERrHERTH2L0355,

[ZER e eEREDGHLEE | BUEATRDBHE,
[FEKR G JHERFREOHLEE  MEIERREOH LB WEIBADHLEE,
(B e f 55 it SRR L COD WTREMED B0 NI G- LN ZEREELLY,

FRALE 722 STk
1) EEGRBA—T7—~ 7L VEE 100mg IR CE
http://www.e—pharma.jp/allHtml/2362/2362001F2149.htm

QUI-12: 7HFF TV NI D ISR BE I E LDV ?

A:QRIE KEAT vANGR CRRP A0 8% | OFRLUIZBE | QRBIBKEATuARRRIC
BLELBIERMNREShOBE,

QHEIREE 1, TP F U ROME:B

QB TV T ATV LRI AT aAROOF FRIEIL, B R E AT oA RN EANEEIZ TR
BB DIRIREL CTHTH D, £1-. TV F 47V AN LD EMRHERREO AL IS Sh
TW5, BAETIE, BIBREATaARIERICED 90% L ETIIEN7 VAT I —EDiEN AL
HZE,AH IZkF 27 FF A7V ARG RRERE N Coh b e/ E Db EV L HWVBIL TR D
DEURTHLN, B G AT aA RIREIZEIVMIERN 7 AT I — B R EEEE N IC 2 e — LS
HUTRUMEBISIB PR U TIERNC T F A4 7V 2B 54 52T 90% Ll EICEM 1S5
%o BB REATRARDENWERIZZIEIZH720 PARRE O ORI AR a3 avha—L
AR OFERIF RS | BAHRRIE, IR MEEZ S 0L T BE TIHRIB R EAT e AR RIZL DR
ROBALDR SN =D T FF ATV O 50 Besnb,

# 3% 70 : Search ((autoimmune hepatitis) AND azathioprine) NOT (case reports OR case report
[Publication Type]) (312—15—4)

FRINE 705 3R

1) Yokokawa J, et al. Hepatol Res 2011; 41: 641-6.

2) Lamers MM, et al. ] Hepatol 2010; 53: 191-8.

3) Takenami T, et al. Acta Med Okayama 2001; 55: 341-7.
4) Johnson PJ, et al. N Engl ] Med 1995; 333: 958-63.
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QUI-13: 7HFFZ 7V & EDV A7 (BIVER) 1 2

AR B3 T, BRI CRTIEE ORBIEHBES RV IOEEICRET5,

SRR T VT ATV AZBH UZEIVER 13 AIH BE DK 10% THOLNLN, b BEE N L\ OO ER
FOEIER THD, MERBAN T ENCAGLILDA, B O A M ERJD - /Mg b7 F47
U@ Ik - E#RIT 6%LL T CThD, BmiL7ed o7 EEOFBEIEIXENTH D, IR -MmM:, 2
12, BN BRI 72 O 2T MERWER T F L CTHY 5% REIZHADND, 725, R, IRH -k
JF2¢ . HETR PAZEREWERE . AL B MG IS LD I AR B R e AR MBI a2 & O B2 A OFb
HEEINTEY, BEERLETHD, THTF AT VAT REENFIEL, M EE ERICKOEHS
STERRZEDORIERANRBZAZENHHD T, HHHMGHZOKBBILITEREIITOLELRDD, /-,
MR O T T ATV AF IR THD,

FRHLE 725 SR

) EESRREA—T7—~ ALTUHE 50mg W CE
http://www.e—pharma.jp/allHtml/3999/3999005F 1059.htm

2) Heneghan MA, et al. ] Hepatol 2006; 45: 584-91.

3) Johnson PJ, et al. N Engl ] Med 1995; 63: 333: 958.

QII-14:IFEIC IV FFE RIS ETHH ?

A:JFREE CTho THEEIRIBRIZEVIFROSERELNS,

QLR 1, TEF LU ADRE:B

QP BB EAT aARRT T4 7V 72 Ei U 72 IR K R R O MR 355 /- B3
TlE. R LSO TR REDO BN G OIS, IR EBAERHIATII A 2 27 5 BH Th-oTh ., i vl7eia
FRIZ IV A T RO (L, IFPIRRED L ENFOND, 7721, FERE TR REFZ BT DN
BHOIEEO A O F o AZZ L,

¥ AL B CIIT VT ATV ACILEWER OB BRBEENEN-0 | EENLETHD, 2. T
TS I IATF I D fERRIAF TH DT . EHRIR B RRE NS ETHD,

¥ & 2 Search ((((autoimmune hepatitis) AND (fibrosis OR cirrhosis)) AND (prednisolone OR
corticosteroid OR steroid OR azathioprine)) AND (regression OR improve OR improvement OR decrease))
NOT (case report OR case reports OR review[Publication Type]) (36—19—4)

FRINE 705 3R

1) Dhaliwal HK et.al. Am ] Gastroenterol 2015; 110: 993-9
2) Mohamadnejad M, et al. Dig Dis Sci 2005; 50: 547-51.
3) Czaja AJ, et al. ] Hepatol 2004; 40: 646-52.

4) Schvarcz R, et al. ] Hepatol 1993; 18: 15-23.
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http://www.e-pharma.jp/allHtml/3999/3999005F1059.htm

Q II-15: BHEFRIEF OIREIL ?

A BHEREFICRB WV THORIBRERT e/ FIGRIZA TH D, — . SEFAL222T58E T
i, B2 E B LIIBR T #ORNBBE THD,

QHEIREE 1, T T ROME:C

QU ANERIETDEFITB T, BB REAT A RIGEITA N THD, LU, 15HBALAREC
aha BLAEME 0% L FEZ I abaso B R EBAE L 1.5 LA/ R ERE O RITE, BRI K
BHATOARBIZIV MG N7 AT I — B OB IGO0, FFARRIRIENG O [EI1E 75 K #E72 i
BIBFET D, ZNHDBEIZHBIT AN RIT 50%RE THDHT0 IR L2 11 5
WAV BB TS OBE N MLE TH D, -, MEULE VN EE CTHUREPLIRDS B 14l O 25 JE 7l
R L E AT aARIBFEASOSUSERR R THD, 728, FRSREDBFICRIB LEATaARIR
R FRCRIB B E AT AR UV ARIEZITOBIIT BYYE (512, BE BT A RAT B A )L A
Ye) DA PHIHLOTEE 230 VBN B D,

i F8 2 Search ((((autoimmune hepatitis AND acute hepatitis)) AND (therapy OR treatment)) AND
(prednisolone OR corticosteroid OR steroid)) AND (human OR patient OR patients)) NOT (case report
OR case reports [Publication Type]) (150—11—3)

FRHLE 725 SR

1)  Yamamoto K, et al. Hepatol Res 2013; 43: 630-8.

2)  Yeoman AD, et al. ] Hepatol 2014; 61:876-82.

3) Abe M, et al. Clin Gastroenterol Hepatol 2007; 5: 255-8.

QIUI-16: JRFE MR MEREE R DR % G FFDIERFIDIER CHER 528132

A BIBRERTUfREIN I F AR a— N0 BRENRE R TH A,

QHIRE 1, TETF L RDME:C

QR AIH EJFOSPEREHMEIRAE 2% (PBC) DWW DA — " —Fw TIEGERE” (QII-12 ) Dia# L
LCIL, BB R EATaARE2II7 VY T 4% a— Vg (UDCA) D — 5 TR SN TIEFIN LD T 1%
REBIN A ZHESNTNDT20, BB REATaARE UDCA O ¥ ENHERSL TV D,
AIH PIEEEDONDIZH DL T IR RUT HURD G 72 13T CHEAE I 28 23 A D VA IE il
2DV T, 2Wris K ONHE B 72188 A 21T 72O IR EL P E~DRE N DL ETH D,

#iz2 2 Search (((autoimmune hepatitis) AND (overlap OR overlaps)) AND (primary biliary cirrhosis OR
primary biliary cholangitis)) NOT (case report OR case reports OR review OR editorial OR comment
[Publication Type]) (1256—27—5) [1]

FRINE 705 3R

1) *Ozaslan E, et al. Clin Gastroenterol Hepatol. 2014; 12: 863-9.
2)  Yoshioka Y, et al. Hepatol Res 2014; 44: 47-55.

3) Tanaka A, et al. Hepatol Res 2011; 41: 877—-86.

4)  Yokokawa J, et al. ] Gastroenterol Hepatol 2010; 25: 376-82.

5) Al-Chalabi T, et al. Aliment Pharmacol Ther 2008; 28: 209-20.
6) Gheorghe L, et al. Eur J Gastroenterol Hepatol 2004; 16: 585-92.
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Memo: PBC-AIH A —/3—5y FIERERE TORAT uANE SO b DM S
TEERMED T - IHIE % BB 3 2FHAEMFIE BELD, PBC & AIH OF— —F v FIEMRERELEE 2 D
DIEBNZ BN CEIR B E AT aA RIRE OS2 HIWr 2B 55 L3 5 ERER S TN,
[PBC-AIH A —/"—F 7 fEEREEE Z DIVDIEFI DS H LLT D25 B %[RRI 72 9 E Fll %)
LTE, DY TAF L a— BRI TRIB REAT A ROR EEAHERT 5, |
1) B 558 OB HE (AL 22 FEFERR) 12X PBC L2 WS asEfil,
2)IAIHG Dfii 5y [E R 22 W Z57E (2008) 12V probable F7213 definite AIH L2 S HVASEH,
722U, B (Liver histology) (ZBAL Tik, ¥ BIZESD PBC i #Hl55%H (2009) DF K A=
(HA) Z W, iFk2=27 0-1(HA 0-1)% 0 point, fF& 227 2(HA2) % 1 point, fF&kA=T 3
(HA3) % 2 point LLTCEET 5,

BHLL 725 SCHR
JEAE Sl R YRR BT AR ZE 24 [ HE R M DO T - AE R BRI B AR 72 BE R3S MR-
T ZE (PBC) D2 ART A2 (2012 4)

QUI-17: JRF MR LM REE R DR E G FFDIEBFIDIER CHER 528132

AN SN TRLT | BRFBEIC OV THORHRRRZ Y,

@R AENZ I TR MERE LR RS 2 (PSC) DFfg & (fdF5> AIH 12 DWW TIERI S 7
7R L\, CET i [E B2 W BLUE LR AE 52 T AL, IR T A S B ISR M T A2 803 %
<, ZEOBEPEIL AIH @ 4~T%FEE, PSC D 5~8%FJE LA ST h, &I, /INEBI Tk B B3
HETOWEERETHIENHLILITEEEETSH(QVI-2,3,5 M), G EL TiL, UDCA HAGH
DOENHEIT RENTEDL T, T0%DIER THIE FEAT oA R EA|E/IX0IB R EAT AR T FA4
TV OO REIEIC LS ER B OSEN G LNL SR E SN TS, Lo, PSC Oz FE
D AH Tl O AIH TR TTE AR THLEOHELH D, LTz3-> T, AIH 3R EEDILDITH D)
P T AR TR ZE N SN DIEFICE A T PSC 2R3 AT A R4 HIEFNZ OV T,
LW L O U2 TEHEE A ZTTH 72O AT P E A~ DB BN MEETH D,

#5722 Search (((autoimmune hepatitis) AND (overlap OR overlaps)) AND primary sclerosing cholangitis)
NOT (case report OR case reports OR review OR editorial OR comment [Publication Type]) (62— 16—4)

FRINE 702 SR

1) Kaya M, et al. ] Hepatol 2000; 33: 537-42.

2)  Gheorghe L, et al. Eur ] Gastroenterol Hepatol 2004; 16: 585-92.
3) Al-Chalabi T, et al. Aliment Pharmacol Ther 2008; 28: 209-20.
4) Olsson R, et al. Eur J Intern Med 2009; 20: 190-6.

-130-



Memo : ¥EAF THRESH TS IREE

AASLD, BSG, EASL. OHARTAL T, BIEKEARATRAR, THF AT VALDYIHIE
KL T 7uARI A, ZIBRY LA, 7T Y=, a7 /) — /VEEET7 =T VIR EDNFedEs T
WD WD A FRANE TIE AIH 6L TR A Th D,

e =i

RIS EATaARThHH, HE TORELRBEEZHED 90% &mv b4 H HEIEH
7R, B E TIEERE 3 B L7 1 — R OIE R IO HIL TN,

WS CTIToONTT U Z MERHRERBR CIE, 7V R = T CRURE AR E T
LT A RSB R C R BB AT AR FEE ORIWER B D727tz 2l
WESNTWD, 72720, A BE T, FIIR— RIEER S v > MT LD FEHN O —E D3 ik
TOMELRBEBNREZZ T e | FEFHEEBF AT HREN ERLEITERD
NI 2 REMED B D,
¥ Search ((autoimmune hepatitis) AND budesonide) Not (case report or case reports
[Publication Type]) (70—10—1)

FRHLLT2 5 3CHR
1) Manns MP, et al. Gastroenterology2010; 139:1198-206

a7z ) —)VERET =F )L (MMF)

T VARG A L E T2 TUL BRI FE A ] T 2 Z IflF Th b, B ETIE,
FIThRERB A% OSSO IHNfE A ST s,

WENRIROBFIZRIB EAT AR O TR G LIS 6 18R 3 22H BN
12 69% DIEBI CHASRER B DS ENEON-EMIESNTND, T2, BB KREAT R
ARTEF TEMOELNRMEFIZISN T, MMF ONARZ kG CX7IEFID 80% LAk
TEMPELNTIELHESINTND, 728, MERBD AL EHER R E DRIVER I
BENRMETHD,

B Search ((autoimmune hepatitis) AND mycophenolate) Not (case report or case
reports [Publication Type]) (126—16—2)

FRH#LE 25 SCRR

1) Zachou K, et al. ] Hepatol 2011; 55: 636—46.

2) Hlivko JT, et al. Clin Gastroenterol Hepatol 2008; 6: 1036-40.

IRV A
N =a—ERETHIET, T MROEELEIH 20 Al ThHs, N
TIXEAE AIH R AT aARORIWERZBET 25 A121E, EICHEIREREL THN
B, 84-100% THFEEZE DI E N E SN TVD, A TH B BB AT 1A RIGRHEHT
BINZXFLT 80% LA EDFEESR DUGEDHE S TODH, SEFIE A D72 BHII72%)
HITFAHTHS,

B Search ((autoimmune hepatitis) AND (cyclosporine OR cyclosporine)) Not (case
report or case reports [Publication Type]) (143—44—1) [2]

FRHLL 725 3CHR

1) Alvarez F, et al. J Hepatol 1999; 30: 222-7.

2) *Sherman KE, et al. ] Hepatol 1994; 21: 1040-7.

3) *Fernandes NF, et al. Am ] Gastroenterol 1999; 94: 241-8.
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IV. AIH BF DR EEE

QIV-1 AT HEITIRREEIT IV W2

A:fIERTL AT IF— 2L 1gG 2 BIMEGINIC b —L 3 52 L% BARITHREAT,

QLR 1, TEF LV ADRE:B

OFEF: MIFNT AT I —E DRI RPN T b — L SV E B CLEIF T RE-<CHT
BHEE AU E L PR BAFTHAHN, MIERNT L AT T — B 08 B THERS D IEBIS0 FF ik 2 0 IR

TIEFNTIR I OMEIT RO HND, LTZ23 > T, AIH TIRMiEN 7 AT I — B2 S EE N o=
Fa— LT DT EEFRIEIC, RIS BE AT AR IHI A O# 5 &4 R+ 52N EETH D, 16
AN IO RRHEAL O TR I XML O MERE N EHE THY | AIH TR W THAFEE A TR O R
K1 CTho1-0, R L ORHBIXEE CTH D, FFFERDEF DIV VER] TIIAF P RECIE
B, 77 mAx v MR L~ — T — T Aa g IV BaZ—50 7S P-II-P 728)%
B E TR L O 21T, 228 IRFERR I E 7 AT —8 D LR R ALNHEIE. 1)
AIH OFE, DIAMZE 2) REIPERTFER B M TR | 18 M R IR 22 E L D JRRNIC EES<H | 3)

PBC X° PSC 72 L ihd B C s MEF R B OWEELZ AL CTRLIEL O, REDREMEN B ESD, AIH
DOFBRIFIZITINIE 186G O EF R UIZUIZRO HNDT2 | RRIFIIC 186G ZIETHZLITEETHD,

52 7 Search (((autoimmune hepatitis) AND (therapy or treatment)) AND prognosis) NOT (case reports
OR case report OR review[Publication Type]) (441—44—5)

FRINE 705 3R

1) Ohira H, et al. J Gastroenterol 2013; 48: 109-14.
2)  Yoshizawa K, et al. Hepatology 2012; 56: 668-76.
3) Miyake Y, et al. ] Hepatol 2005; 43: 951-7.

4)  Ngu JH, et al. Hepatology 2013; 57: 2399-406.

5) van Gerven NM, et al. ] Hepatol 2013; 58 - 141-7.

QIV-2: &Ht5 B CHABERITIZIEDIHNRLOBHBH ?

A% 30%DIEFIT H CARBERADEHIBOLI, BIEFRRESLY = —F VEBREED R E
THD,

QT BN ETITON - 2EFE LSS AIH IZE0FT 52 E i m e Ui, B R
K (1.5%) . =—27 L USEERE (5.7%) . PBC (3.6%). BV ~F (3.4%) . 2H TV TF~<h—F &
(3.1%) 72 b5,

FRHLE 722 SR
1) *Takahashi A, et al. J Gastroenterol 2016 DOI: 10.1007/s00535-016-1267-0.
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QIV-3: RBBETHEETIILIT?

A B E IS REIC IV EENELN TWBBREDIZLAL T, FHOEBREIZIALNRN, —F . B
RBBONRVES TIIIF AR E~DE R P BE CEERILETHS,

QHEIREE 1, TP T U ROME:A

O EHL BVEF R A~ OHER-CIF R OEIRIK 7-L Uik, B9l IR A IR 2 e Mgk
AT IF—ERNEEECHERE T DL IREBIARRF O JFEE O TRAE  1RIEBR AR DI T V7 U I E
HEFL LI I RGO E TOWIRNRWIERENRESN TS, LIZ3> T, [
HDOHER AT 59 D72 DI, So2 SRS L DE0) Vi B i A R W O E iR 21552 80
HETHD,

52 7 Search (((autoimmune hepatitis) AND (therapy or treatment)) AND prognosis) NOT (case reports
OR case report OR review [Publication Type]) (449—44—5)

FRILE 7025 TR

1) Dhaliwal HK et.al. Am ] Gastroenterol 2015; 110: 993-9.
2)  Ngu JH et.al. Hepatology 2013; 57: 2399-406.

3) Ohira H, et al. ] Gastroenterol 2013; 48: 109-14.

4) Yoshizawa K, et al. Hepatology 2012; 56: 668-76.

5) Miyake Y, et al. ] Hepatol 2005; 43: 951-7.

QIV-4: FFHIfgEZ A PF T DR HDH 2

A:ATH OF 1-5% TR B Z AT 5,

QHEIREE 1, T F U ROME:C

QB BNEICBITARETIZ, AIH BED 1~5% T2 0L T e, IR 2506
7oL, A e C L IFEEZR 128 77.9% & R¥-% 6D T, AIH B2 ICIFREZE Chh D Z & 13T
A DEDOY AT 7 70 2 —ThD, AIH OB L REITE 1% THY, EEERRES
CT., MRUZ LD EHIH 72 MBI E SN B TH D,

¥ EZE 2 Search ((autoimmune hepatitis) AND hepatocellular carcinoma) NOT (case report[Publication
Type] OR case reports[Publication Type] OR review[Publication Type]) (181—17—4) [1]

FRINLE 705 3R

1) Ohira H, et al. ] Gastroenterol 2013; 48:109-14.

2) Migita K, et al. Liver Int 2012; 32: 837-44.

3) Hino—-Arinaga T, et al. ] Gastroenterol 2012; 47:569-76.

4) Miyake Y, et al. Aliment Pharmacol Ther 2006; 24:1197-205.

5) *Takahashi A, et al. ] Gastroenterol 2016 DOI: 10.1007/s00535-016—1267-0.
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QIV-5:AlH OFLBERIZ EHH L ENHERIIILEN ?

A EHHC ERHLEAREREICLSRE - BHINEDOTF =y 7B LETHD

QHEIREE 1, TEF U ROME:C

QR A OB VAT R B RIS, AT S CIERaE I Al - IR N IR T2280350, —
ERIAE - EIRE A ZUC KD PR B LD, LTv o T T RRAE bt 2 10 TR 25 51 Tl . E I
2 B L E NSRS LI THD,

K522 Search ((autoimmune hepatitis) AND (varices OR varix)) NOT (case reports OR case report OR
review [Publication Type]) (65—4—3)

FRALET 2D SRR

1) PanayiV, et al. Eur ] Gastroenterol Hepatol 2014; 26: 640-5.
2) Floreani A, et al. Aliment Pharmacol Ther 2006; 24: 1051-7.
3) Seela S, et al. Liver Int 2005; 25: 734-9.

QIV-6: IR IR E - L QUSRI G R I B B2 2

AR R AL COIEEER BIB R ERATuAR, THFF V) LD FHESCHER~D
BRI,

QRN AR Z W BB B AT aA R T W F 47V AL DIERZZ T QN B S LR CTh o
7B ORI TR E R HARIITZEZEDN W EHESILTWD, 2B IR, 7T 47V i3 =
THY, TNV T A FLa— VLG LIRNWZENEELL,

¥ 22 Search ((autoimmune hepatitis) AND (pregnant OR pregnancy)) NOT (case report OR case
reports [Publication Type]) (120—13—4)

HRALE 75272 SCHR

1)  Westbrook RH, et al. ] Autoimmun 2012; 38: J239-44.

2) Terrabuio DR, et al. ] Clin Gastroenterol 2009; 43: 350-6.
3) Schramm C, et al. Am J Gastroenterol 2006; 101: 556-60.
4)  Heneghan MA, et al. Gut 2001; 48: 97-102.

QIV-T7: 5 EURIZ LY ATH DOIRIR DB EEE 21T 50> 2

AR TITIE AIH OFRPELETHIEF LD, HERR T ECERNLETHD,

QHEIREE 1, T F U ROME:C

O FEHL: Z < DIEFI THENR 1L AIH OFFRDLE T D, LDL, 10~20% DAERI TIEEER I, £z 10
~50% DIEFITIZHIPES BRI PER 372 H LAPIC AIH OFHRE/- I3 R 5N 5, LT=3- T, i
W% A LS DIE B F TR U7 B CIE, BEPI IR s COTRIE DM THD, 7235, BIRND 1 4
L ERRE L TR ME BT CIE, dER P E7 X ER 31T 5 AIH OEIC i E NV ETHD,
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a3 Search ((autoimmune hepatitis) AND (pregnant OR pregnancy)) NOT (case report OR case
reports[Publication Type]) (115—13—4)

FRINE 705 TR

1)  Westbrook RH, et al. ] Autoimmun 2012; 38:J239-44.

2) Heneghan MA, et al. Gut 2001; 48: 97-102.

3) Terrabuio DR, et al. ] Clin Gastroenterol 2009; 43: 350-6.
4)  Schramm C, et al. Am J Gastroenterol 2006; 101: 556-60.

QIV-8: FHIBE I E VOB T DD BRI ?

A:AH ZEESTIEFIZ OV T, BT R AR 2R E T D7D I AHBEME~DR P EE
LY, Fiz, EAEFRORWMERAEGI R E DIEETLH], FIREI, IGRANISHIZREHOBABEEND.

QLR 1, TEF U ADME:C

O FERL: I CEIE S FESAVAER, HPAEE C RN EAE R Tl 2B oAU L0
IHPRIESCITF B EIRIEBR MG DX AL Tk T TR AR R ERDGE NS LT | IR E~D
BB DB TH D, AUERIERITIT A CHURENESS 16G RIEDOIEFLH D=0, ZHidpn
LHAR S Tldzeun,

WP 5% 00 A NV AEG | ﬁ\éf %r il foD [ O sE M T R IR 1 A DR FEF], HTIR

S RUTHURREMED ATH 728 22 Wr 2 84 2 FE RGBS fEE D, if_ FET I — UAERE I TR

BCIIPURE TR i{ﬂ%%<ﬁf Tét&b AIH EOSERNITHRRZ M2 & O TS LB THD, L

7235 C, AIH % 5e~7-4 IR WD 7257, Rz, %@Voe{“ﬁﬁ%ﬂ@t (26 HF gt B 25~
DFBITDILEEL,

Flo, BIREHRDIRT AIH O FRIIRR THLHZLEND, FIREICHIHIEIR O SOSAIGFINZ DOV TH R
FHE~DFRIT DL EET D,

¥z Search (((autoimmune hepatitis) AND prognosis) AND (acute OR anti-mitochondrial OR overlap
OR non alcoholic steatohepatitis)) NOT (case report OR case reports OR review) (159—12—5)

FRINE 702 SR

1)  Mendizabal M, et al. Eur J Gastroenterol Hepatol 2015; 27: 644-8.
2)  Yasui S, et al. ] Gastroenterol 2011; 46: 378-90.

3) Yamamoto K, et al. Hepatol Res 2013; 43: 630-8.

4) Bjornsson E, et al. Hepatology 2010; 51: 2040-8.

5) Yokokawa J, et al. J Gastroenterol Hepatol 2010; 25: 376-82.
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V. B

QV-1: FFBHEDBESIL ?

A FEREMITERICE TG 6 LA A 22 RE LGB ISR IS L7225,

OHEBEE 1, TETF L RDRE:B

SRR SMEIF A2 LU TRIELZIG G T30 P IS IR AT 2 - S T2 5 A IR A S
BB EEL 725, FEMEMAFREZS ClX Child-Pugh A=27 <> MELD (model for end-stage liver
disease) 2T N T THNZHWOND, IFBAEICEVIIFLELEFD, ZNoD TR AT TTHlsi
DA LRISTZ GG DR U BAER 3 2 Do DS, £ OfEIX Child-Pugh 227 T 7 Bl L&D
I MELD A=7C 15 JALL EEEIL TS, FeddETid Child-Pugh A=7 10 LA R Cliggs it ry N
— 7 DRRFEIF AR AN RIS I REL 70D, — )7 . BMEFIEBI S BMENTF AR 2 DV TR A~
“(late onset hepatic failure: LOHF) (ZE 725G OB N A G EE 725, SRR 2Z2RIEL
T8 a . BMBETITEA A TER MO - JHE R & BRI T 27T EE | BUE & 0 Bl CfF
SN BPE R ATV 7V AT AT % TRV SIS,

¥ % : Search ((autoimmune hepatitis) AND (liver transplantation) AND (indication OR select OR
patient)) AND (human) NOT (children) NOT (case report OR case reports OR review OR editorial OR
comment [Publication Type]) (230—33—2) [1]

FRPLE 722 ST HER
1) * Sanchez-Urdazpal L, et al. Hepatology 1992; 15: 215-21.
2)  Vogel A, et al. Clin Transplant 2004; 18: 62-9.
3) Ichai P, et al. Liver Transpl 2007; 13: 996-1003.

QV-2: FFBHE D RREIL ?

A:AH (T35 DB RED 10 EAEFFRIL 5% THY| DR B DR LFETHD,

QI FLURDIRE:C

QR FENTIITDH AH ISHT DB ORGE 10 AT 75%& BAIFThHY | o B OB
BAEAFREEITRN, KEDOKETH AIH OBAERK 5 - TOZT7 MAFERIL 4% THY, PBC X° PSC
7o B A TR B LRI CH D, — . BRINFFRBAE S SO Tlx AIH BF OBAE% 5 4
173D 73%&, PBC O 83%& L TR E THY, FRTBAE 1 4FLLNITEYYES DFHFI3 2\ 2 &35
TSI TND, LLENS, SAFICED RS SHH 508, Bl S Tld AIH OB MR BRI~ T
BHHET DI ORIV TS5,

22 ((autoimmune hepatitis) AND (liver transplantation) AND (outcome OR prognosis OR survival
OR consequence OR mortality)) AND (human) NOT (children) NOT (case report OR case reports OR
review OR editorial OR comment [Publication Type])(158—25—1) [2]

FRHLE 725 SCHER

1) HANTREAEAFE TR REE 51 B Gk i . B84E 2015; 50: 156-9.
2) *Futagawa Y, et al. Clin Transpl 2004; 315-29.

3) Schramm C et al. Liver Transpl 2010; 16: 461-9.
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QV-3: IMSEATRAE LA R AT CIR R DRUEICZ D D D0 2

A:IHFERTRBAEL A B RTRBAED M T, BRI DIYREWIIALNRY,

Qb T UADME:C

QR ITBIE DR F—Y—RELU TMIER T — L KR F—0D 2R h 508, R —Y—R|2k5 AIH O
FEME SRR ~ D B B2 LE s U725 13720, FANE UL, BMFER T — e D3GR 72720 . FFREAE D
IRV AR T — D OJEAFR AL VT IV TD, —J7, BCK TIENIER T — DO fidigs e it iz LD
MR A THY  ARR T —IZL DB RO TS, RS K Z 5 E OB E OB
Tt 5 AR RITR 15% T D, — 7. MIEBEE BIRL T 2BCK O E CHBE® 5 F/E7FR I 75%
FETHDH, TNHDO AL LT 5L, MR TIEH DN, AIH I DI SEAT AR & A (R A1 R
LEORAELE 2 HND,

FRHLE 725 SR

D B AT RHEA 7S S ITRARE B R ek s . BAE 2015; 50: 156-9.
2) *Futagawa Y, et al. Clin Transpl 2004; 315-29.

3) Schramm C et al. Liver Transpl 2010; 16: 461-9.

QV-4:AH IIHFBME%ZICER T ?

A JFBHE%ZIZ AIH NERTIHAE1RHD,

Qb T URADME:C

QR TR O AIH PRI E IV 2 7203, 2006 FFETOHREEZH W2V AT~T 1071
B a—C AT, BESHIE P i 44 2 T AIH OBAE % R I 22%& 8 HET05, AIH FE5s
DOBZWHE, b ATIF—F R BAHUEROBE L, &y Z a7 U E, SRR A A —T oA
JH2% . /S DVNTT ANV REGLDBRSS, BT BB AT BA RO A MEAR LTI, EDHAE
WFICEV RS, £ MR PR E LS DS F R BRI T T2 OWELHY
Zaha— VFAERREIT > TODDENNCLES TO RO TR HEE 2 DN5D, ZOLH72m1Dh,
AIH OB TR OB IR 0320,

¥ 2R 2 ((autoimmune hepatitis) AND (liver transplantation) AND (recurrence OR relapse)) AND (human)
NOT (case report OR case reports OR editorial OR comment [Publication Type]) (202—15—2)

FRLE 722 STk
1)  Gautam M, et al. Liver Transpl 2006; 12: 1813-24.
2)  Duclos—Vallée JC, et al. Gut 2003; 52: 893-7.

‘Memo :de novo AIH‘

ATH SO LR IR U TS AT SIS, B ETUA, /v 727 U IiE, #kE)
A B =T 2 AZ[FRAG7RE AIH PO KRR EE R T TR E D7 77 MFICRIE T o5&
A3V de novo AIH EFFSILD, ATFREDFRITWEIZICTARH THSA8, Bl KEAT 0ARR
THFATVARLEE D AIH T DIREDRE T2,

¥ax22C: ((autoimmune hepatitis) AND (liver transplantation) AND (de novo)) AND (human) NOT
(review OR editorial OR comment[Publication Type]) (71—5—3)
FRHLE 722 ST ik
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1)  Kerkar N, et al. Lancet 1998; 351: 409-13.
2) Heneghan MA et al. Hepatology 2001; 34: 464-70.
3) Salcedo M, et al. Hepatology 2002; 35: 349-56.

QV-5:AIH OBFRIIFHRICEESTH)?

A:BROAEIT AIH OBHEHE O T1#%ICEELARN,

QTEFUADEK:C
QR P2 138375 AIH ORI, % O AIH (2% T IR ERIERICRIE RE AT u AR
HZNITHFF TV HWLI, FDO T4 iﬁ%’%%ﬁpbfxu\m&tmﬁxbf% IHI TR,

¥ 32 A ((autoimmune hepatitis) AND (liver transplantation) AND (recurrence OR relapse)) AND (human)
NOT (case report OR case reports OR editorial OR comment[Publication Type]) (202—15—2)

FRALET 2D SCHR
1)  Gonzares—Koch A, et al. Liver Transpl 2001; 7: 302-10.
2) Molmenti EP, et al. Liver Transpl 2002; 8: 519-26.
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VI. /NRE®D AIH

QVI-1:/NRENCH RIET 50> ?

A FEEAEEN IR LB O R L TREN ZDID,

QT T URADIKE:C
SFEDL: [E AT/ NN I IEL 72 ATH O 51385, FEAEAFIRIEIE AT 22372< | FLIRBI O B AR
HIETEOEFTHIIEL, LU RERITHALNAR,

# 58 2. : Search ((children) AND (autoimmune hepatitis)) NOT (case report OR case reports OR
comment[Publication Type] OR editorial[Publication Type] OR review[Publication Type]) (623—62—7)

FRINE 7025 3T R

1)  Gregorio GV, et al. Hepatology 1997; 25: 541-7.

2) Bellomo—Branddo MA, et al. Arq Gastroenterol 2006; 43: 45-9.

3)  Vitfell-Pedersen J, et al. ] Pediatr Gastroenterol Nutr 2012; 55: 376-9.
4) Hiejima E, et al. ] Pediatr Gastroenterol Nutr 2011; 52: 470-3.

5)  Yeh SH, et al. Pediatr Neonatol 2009; 50: 65-9.

6) Oettinger R, et al. ] Autoimmun 2005; 24: 79-84.

7)  Jiménez—Rivera C, et al. Pediatrics 2015; 136: e1237-48.

QVI-2:/NRBIDEERBIZRABI L BT Dh 2

AL: HIEGINZ W, IBRRIGHEIX B EF CTHD,
Qb T URADME:C

A2: JFRMEREAL IR E R EDOERIDEELL A —N—Fo T EFHZ,
QI FLURDIRE:C

A3: B ZEIALMATII L, BRABZN
Qb T UADME:C

A4 SMEFRIEBIDR L\
O ITETFUADME:D
O O E OB, A R TR T XU R A FURBEME D ATHL BIRNIZEAL
T, 51 LKM-1 HFUREED AIH2 BUIX DD TENTHD, BTk NERRD ZIZFETHD, F
BoITBVEFFREL TRIEL, — BT AR 2L U CRIET D, A OMETIX, 1/471/2 BB
THY, K A0 BMERIEL TD, T, BCK TR P RIE R I IFE A IZE > Q20 EL S
DI, BB ETIIAFEZE THONDZEITENTHD, UL, BVEFFAR SO A CTHIAEL THIRE X
JEPED RAFCTHHT=0 . FHOZ W - IREICLV B Z [BiE TE 52 EM B\, S Il LD R
A 53 TR FEBIRONTREZE TR SAVIIEB Tl R ML AR 2% (PSC) LRI LI TH D,

#i 28 2 : Search ((children) AND (autoimmune hepatitis)) NOT (case report OR case reports OR
comment[Publication Type] OR editorial[Publication Type] OR review[Publication Type]) (623—62—11)
[1]

= EE; (IF%-B 2@t/ TH or B QA MERTAR/AL) and CNE/TH or /NR/AL)) and (PT=5%
i S, =R ERS) not (PT=AFR, #a i, BUE, QRA,GF%) and (PT=IERIH SRS (22—2—1)
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FRINE 705 3R

1)  Gregorio GV, et al. Hepatology 1997; 25: 541-7.

2) Bellomo—Branddo MA, et al. Arq Gastroenterol 2006; 43: 45-9.
3)  Vitfell-Pedersen J, et al. ] Pediatr Gastroenterol Nutr 2012; 55: 376-9.
4) Hiejima E, et al. ] Pediatr Gastroenterol Nutr 2011; 52: 470-3.
5) Yeh SH, et al. Pediatr Neonatol 2009; 50: 65-9.

6) *Maggiore G, et al. ] Pediatr 1984; 104: 839-44.

7)  Gregorio GV, et al. Hepatology 2001; 33: 544-53.

8) Sogo T, et al. Hepatol Res 2006; 34:187-92.

9) Cuarterolo ML, et al. Clin Gastroenterol Hepatol 2011; 9: 145-9.
10) Abdalla AF, et al. Fibrogenesis Tissue Repair 2009; 2: 2.

11) Oettinger R, et al. J Autoimmun 2005; 24: 79-84.

12) Ferreira AR, et al. J Pediatr Gastroenterol Nutr 2008; 46: 65-70.
13) T [, fl. B A/ NRR S HES 20065 110: 1558-64.

QVI-3:/NRBIDBEHIE DESIZITIN 2

A:FRALIFREIZATH N, BETIRE M EE ORI 7Y Tk ALP % y-GTP TRAT 3, 15
L. fi S A2k R CIIAERIER OBWITH#EL,

QHEIREE 1, TETFUROME:C

QFH NHNZ O THERBEOZWHHEEH e~ TRWrT 5, 7235, aThHE RS2 L HE /N -
BWCHEH TES, 72720 /DR TIIFERmI LG v 7a7 VB0 1gG OFEHEEZ FHV-CHllT
THMERSD, o, ALPIIREINCSH D/ NETIIE H# ALP 23%<% 5O Z MBI ENEHEL -
W, BGETIERSZ I S HED ATV 7Tl ALP % v -GTP TIUH T %, fii SR E B2 R R EE v
75 a . BMRIEROIZEAETX AIH 2B, £7o, Mzl L s 12 PSC 25 AIH L2 Wi
TLEIZENDHY, WiE DR D= I ITREEE DN LETH D,

¥ ER 2 Search ((children) AND (autoimmune hepatitis)) NOT (case report OR case reports OR comment
[Publication Type] OR editorial[Publication Type] OR review[Publication Type]) (623—62—3)

FRALE 725 SR

1) Hiejima E, et al. ] Pediatr Gastroenterol Nutr 2011; 52: 470-3.
2) Ebbeson RL, et al. Clin Gastroenterol Hepatol 2004; 2: 935-40.
3) Mileti E, et al. Clin Gastroenterol Hepatol 2012; 10: 417-21.

QVI-4/NRBIZIERTDHEITERTHILIT?

A:FRRA~OBBREAT AN LB BEE L., BB EAT AR5 BERLT 72D, 75
F AV OB FREIE R EAT AR VAR EEFT,

QHEIREE 1, TPTF L ROME:C

OEDL: B EAT AR O G RITRERELREE T 5720 /NEFIOIREIZH Tz T, &I
FEATOAR DR G- B2 ET D720 D ST RINVNETHD, WD HTARTA L7128 T, 7L R=
s 1~2mg/kg/ B (B K 60mg/ H) CBALAL., 7HF A7V 1~2 mg/ke/ B EDFALZ2MNE, 6~8 i
THERF R (0.1~0.2mg/kg/ HHLLIX bmg/ ) 1T D2 ENHERINL TS, Ll FBED/NE
Bl Z D FFETIHE T DRI B AT aA RBETIC R E KT 2eRH D7D | BRI B
HATOA RGBT HIEL720, lREREENERDZEL D720,
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BOAETIX, TEF A7V 1~2mg/kg/ AL BAF LT LR = N2 157 OV AE( 7
—/L 30mg/kg. 3 ADZEATV, ZDH% 7V R="1 1mg/kg (K 40mg/ A) 285355 1ENE &L
TWD, ZOHIEIZED ZLOEFITIIENT > AT I —Bid 4 23 H NI HEB RN I UL, &l
R EAT BARNRRICE DR R ES A HIRU,

#2722 : Search ((children) AND (autoimmune hepatitis)) NOT (case report OR case reports OR
comment[Publication Type] OR editorial[Publication Type] OR review[Publication Type]))
(623—62—2)[1]

FRINE 702 SR

1)  Gregorio GV, et al. Hepatology 1997; 25: 541-7.

2) *Maggiore G, et al. ] Pediatr 1984; 104: 839-44.

3) Sogo T, et al. Hepatol Res 2006; 34:187-92.

4) Cortez AP, et al. J Clin Gastroenterol 2010; 44: 200-7.
5) Manns MP, et al. Hepatology 2010; 51: 2193-213.

QVI-5: /NRBIDRBELZ THERETHILIL?

A B REAT BA IR R CHRA+ 5 7HEFIRBRE R VIRIIES] T3, BREER I RS
BALEARE ROERIZATD,

QMEIREE:1, TEFLRDME:D

QFEF  FRAE D/ AIH 1T TRMIENHZE1TIH THY , BB E AT oA RIS ST
5o BMEIF AR 2L TORIELT S %{s,%mi\ WEILEIE BE AT AR VAR ICIV G N AT
IR 4 A LPICEEEFFANICUEL  SEELR2VED T L R=yry Smg/ HFEE @ﬁ’ﬁﬁ
PRI KVIMIEN T AT I — JZWﬁ%Eﬁ%EIWT:I/FD—/I/éhé EIMNZN, LTZ-TCL BRI R
TTXTHM{L‘%@JJ%TWV@FE% %5 B AT m A R R & J#nb\ﬁ%%ﬁ@@ﬁ“ﬂﬂfi PSC
EDERN DT OB E R AITONENH D, 7235, AIH OIRERGE T PSC DR REA S OF 25EH
HDHT- MBS U TR UAREE A1 TN EN DD,

¥ 22 2 : Search ((children) AND (autoimmune hepatitis)) NOT (case report OR case reports OR

comment[Publication Type] OR editorial[Publication Type] OR review[Publication Type]) (502—61—2)

DP‘ (FF2-H CAay&rE/TH or H 2 MEF28/AL) and CINE/TH or /NJE/AL)) and (PT=J5
a:u‘ﬁzf%f‘?@ not (PT=fERL, K7L, X7, Q&A,FEFE) and (PT=ERIEHREFRS) (22—2—1)

FRALE 725 SR
1) Gregorio GV, et al. Hepatology 2001; 33: 544-53.

2) TR, i BAVNEERRSMERE 2006; 1100 1558-64.
3) Sogo T, et al. Hepatol Res 2006; 34:187-92.
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QEMBARIELL COTYFF A7V AR R EAT oA RDA Atk:
Al SE AT BA RBANZ LT, T F ATV LRI B AT AR OO FRED 5 8 ARSI
B CThD, —757, BEFLTIZOWTIL, BB BUE AT vA N BAWREL G ARREDORICEZD 20,

s¥ffis—b_RCTH

BRAMFAY  |HCRARRE

R [PSLAR CRIE LB BELEER *EEE QL B, "8/ "EO) DI
RAPSLAPHRAE FLDIE B, "B O DIRBTIE T RIS RRE S
SR [PS E R
79khA BRAA
BATE A7 RURG*
EXTR1: 3:: ) RN
BR/AA7R| A (g [EIEDI | gy FEIHE + YRIAB(THRDLE)
TR |7A
= T PP 1 [ | AR [2A
Wha— (WRT |5 o [mk [wr | P20 e 58 (ko [ze Forze |IR A8 B
S PV VS P A A L vl T ol 112N el i PV Pl Ll B il il A e
ot & S 2 |@® | EEEm
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OEABALT L OBIR:
I 1T 2B L FAT BIEGICI PR BB E<, PR ABES AN DI IF T AT I
— VL 1gG A LI RIHN CHER T 5 2L BEThA,

i — BEHREA

BEANSAs  |EBCRBERA
R ER * AT RYRY, B
BEBE L OB (A TEELROIELL) AEEOFMEIL B2, /RN, EO0) DIFE
| TR HE R (I BALT. IgG, TB) FEDE B2, 1), RO DIRBETIE 7 AR RMEE D
** L RER
ZIEE QR B2, "), "EO) DIEE
FEDIE B2, Y, EO) DIBRBETIE T RS RME S
|7m~7m fa
azge INT R RY*
B i v LREE st YRIAB(TIMALE)
= |us, s amen | . |totl., [ER|az (a2 wE s BE (A .
gt (H |FREFron 7o Dra—7y [TAASE |0se|2E |t | (o |25 [sim|nn [sm|7 7 |26 (me [B5 o0 (B (B5 |00 (2R g
LHE |7 T2 o |RH |E 8 |7 B _|F = |06 | EERE
Yoshizava K 2012 [ 3k—+8% -1 -1 0 0 0 -1 0 0 1 0 0 0 0 0 0] 176 1] 0.01 27 6] 0.22|HR 12.8[1.5-109.9
Miyake Y 2005 [3—h#% -1 -1 -1 0 0 -1 0 0 1 0 0 0 0 -2 -1 HR 21.614.62-101
':em\thZDH aR—hBR -1 -1 0 0 0 -1 0 0 0 0] -1 -1 0 -1 -1 HR 1.12{1.01-1.25
=P
B~
TRIF|TLIE FEF VIR B Bl
BRETE |BETE HEEER pee] e
A Y Hinirhh & &
w3
40—=T7v
o |ESRMKAELL
THREED S N
seis|wert s (B b T En o
BECE | EETE NG Py it <.’ ks
7y 7y 240—7v = x 20 y
i ¢ Sxncun ﬁghhr FEE RFH Y
o
1EHR
AT — ISE# s wap ETS
FRITE | BRI RETILISE g |EET P BT Eist
FETE |TETE BSLRE N [roEm %ig‘ 2454 THN
7 # HriTbh T4ELL m":& <A F—F
w3 toE i A b
8
S —b IETURBRKE
DEHARTAY |BCREMERR
HE|EERELR & IETFURADBSIERCTIE IRA) "HDRE—F, BEHRFH (C)NLRE—h,
ERBE| 2B EOBER ALTES LRO2ELL) FEEALVIRE(-2)" "B, "E0)” DIERRE
X | B AR (ERALT. IgG, TB) IETURADBIE"TRA)". "H(B)". "F(C)". "IEEIZFH(D)” D4R
EEMRTIMILOEEMR(~9)
IEFURBE RINE(FIMILE)
Z0tt | £F 5
BMET |17 (HhR |ER g A |NTA " PR IET
' -& m | 418 HEEE _
ForaL g/ |20% (58 o [EEE |07 [ [TEF ms |00 | (B9 |00 [PRER lege | mamm 2o (B |20k
BMR% |7 R | ¥ 8 |¥ & wE |
&) %)
3 o | -~ + HR 181[5.1-632 [(B) | 9[¥TnaRnxEL
AR
sy HAIN Yoshizawa#
s YK |FEE | SUMiyake [N
IZ&BHRE [ AETH | D2BROH| KELY
l s At

-144-



DERMERIRELLCOTFF A7V BB R EAT AR 5O R
B B TTA T A | B B T, T 7 ) SR B AT oA RO P AL O J7 AL i
A,

il —F BENER

BRIV BEREMERFX
% |PSUABTRIGE - [EBRLI-ER *INATRYRY, BN
N A/ ZERRE|PSL+AZPH ARE FIEE OFHIIE"B-2)". " H/ N1, EO)” DIEERE
xR |PSLE MR A FEDIR'EE2)". "Hh(-1)", "E0) DIEMTIE T RBIKITRBESE S
wk £ RER

FIRB QAL B (+2)". "sh(1)", "{E(0)” DIERE
FEDIEEE)", "HR(+)", "EO) DR TIE TURARKICRMEES

TIMAL FFHaE (IEALT) ERL#EE
{ERIBFR AT RYRD*
Y DU N P
IR (e ot | EP o , ]
A P e M LR ERx S JRIAB(TIRDLE)
A = #R
2= | P e Fte | Tom|,, &R (g |, 7 AL SN 1R e
wgea—r |Ho |WRRFIZTO BT orn— e o | B i |mm 150 (EE g aalsm|y |5€ (9 (B 00 (B8 (B 0o B fog
il mE |77 |PHE[7A fR_|%# b g |F g |F = | | EEEm
Takemi T 2001 | 2t—HEIZE -2 -1 0 -1 -1 -2 0 0 0 0 0 0 0 O[NA |NA [NA 13 1 7.692|—
[ Yokokawa J2011 | 7R—HEIZE -1 -1 0 0 -1 -1 0 0 +1] +1 0 0 0 0 0 13 8| 61.54 7 0 UIRR 0.11/0.00-1.59
aAVR
42+18
womE a%
i P Ok A BxE
o B I~
. 4R
BxE =
woma [#508 Alor (BR e 2 HOARUMH
aik—k  [LfEHE nonelZ R ﬁ$'; & L&+)LI05m
wR o |we@ 182 * R |aw BUTHE
8% )
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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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http://minds.jcqhc.or.jp/

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

-156-



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.)
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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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http://www.e-pharma.jp/allHtml/2362/2362001F2149.htm

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,
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http://www.ncbi.nlm.nih.gov/pubmed/26491252
http://www.ncbi.nlm.nih.gov/pubmed/26604692
http://www.ncbi.nlm.nih.gov/pubmed/25732417
http://www.ncbi.nlm.nih.gov/pubmed/25732417
http://www.ncbi.nlm.nih.gov/pubmed/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.
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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

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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