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B (55.9%) X hEZE%xfH/z. £2I12PBC, %3
IZATH, % 412 FH O2EFEFEMAEIC L 2 BEE
DHERHRER 2R L7z, G HETFR B0 2 EESH
2 & 5 2004 4 1 EM O HEFHRE$UL, PBC 28
12,754 N (95% {5 #E X ] = (10334.4,15174.4)),

AIH 1% 9,533 A (7856.0,11210.6), FH % 429 A
(326.8,531.3) L ¥ SNz, £512, @2
FHE S N7z 1989 4 ¥ & 1996 4E © DL EBEH
DHFHEZZH L ¢, #HHEOFER (PBC,
AlH, FH) O&EESRAEIC L 2 B BIHEHE
DREFWELZR L7 K112, PBC & FH®
W E P B R IR A B RE A B O R HERS & R
L7 (#mE#k+t >~ ¥ — © http://www.nanbyou.
or.jp/what/nan_kouhul.htm). # 6 2ix, £EE
FRAEICL S HEHONESE (PBC, AIH, FH)
DB AR

45

PBC 2RI L T

HEFEEE PBC & HL 2 Z D

FFAERE 54 %35 - 2007 43 F 427
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%4 FH OZEEFHRAILT L EEHOHME

2k ; B fig ;
ey SEHERHEEY . SEHEREEN  SEHEREE N

ARy EH T meme) O meRR) P (EedED)

1 EERIbs R e ) 13 15.2 (2.3) 7 82 (1.5) 6 7.0 (1.0)
ZFoMo KRR 39 70.6 (11.6) 22 39.8 (6.9) 17 30.8 (6.0)

2 HERIR R 2 2 (0) 1 1 (0 1 1 (0)

Z Do KA EIFRE 30 52.4 (10.4) 13 22.7 (5.6) 17 29.7 (6.4)

3 100 KGO bE 0 0 (0) 0 0 (0) 0 0 (0)

100 ~ 199 K Db 2 44.2 (30.1) 1 22.1 (21.4) 1 22.1 (21.4)
200 ~ 299 KD IFE 4 41.2 (23.3) 2 20.6 (13.6) 2 20.6 (13.6)
300 ~ 399 K D 11 67.8 (18.8) 4 24.6 (10.9) 7 43.1 (14.1)
400 ~ 499 FE Dl 7 31.3 (9.6) 4 17.9 (7.5) 3 134 (6.6)
500 K LL_F ok 22 70.2 (19.0) 12 38.3 (12.4) 10 319 (94)

4 KRR 11 12.8 (1.5) 5 5.8 (1.0) 6 7.0 (1.0)
100 K Kl O 9 i 0 0 (0) 0 0 (0) 0 0 (0)
100 ~ 199 FE D5k 1 15.0 (14.3) 0 0 (0) 1 15.0 (14.3)
200 ~ 299 FK D bt 0 0 (0) 0 0 (0) 0 0 (0)
300 ~ 399 FE D B 1 3.2 (2.7) 1 32 (27) 0 0 (0)
400 ~ 499 FK D5 b 2 3.2 (14) 1 1.6 (1.0) 1 1.6 (1.0)
500 & LL_E e 0 0 (0) 0 0 (0) 0 0 (0)

1l 145 429.0 73 205.9 72 223.2

(95% {5 HH[X H) (326.8,531.3) (141.9,269.8) (153.6,292.8)

BTN - AL P 5 BB A L 2 KRR, £ 7003, 2 OMosik

JE 1 AR R PR T LRRE B % T 2 A B RE RE IR e R0 2 DA K AE M B IR BE O TH AL 2w Y PN R
JB 2 0 — AR TSR B R BT B SRR R BT R0 € O Mo KM IR AT D — B
J& 3 ¢ R RIS 2 O KM IR BE & B IR DR

&4 /NER

x5 #HEMHOES (PBC, AIH, FH) O&EES
AL & 2 BEBHERMEOREAE I RL

PBC 2,500 12,000 12,754
AIH 1,400 6,800 9,533
FH 750 1,050 429

(7 1) 1989 4E, 1996 4id# 7= 2 0|, FEf S /-2
FEFRAOHEEHETH 5.

(1 2) 1989 4E 281 A FRA L, 1996 4% 2004
ERTNIEDN R L.

BMERAREML TWD T 1990 £, 1996 4D 4
EEFFHAY 2, BHKAS Y o T, B
£ PBC IR Z L2 ) PBC DL THEOIT
AR STV D, FRE BB & 5 R

SHEEOTMAED 1992 FEDHE O TIEBEFHTO
BEKIL 151 AL EED 6.1%% 5, 1997 £D
s TIREEH 625 AL &R0 8.9% % T
Wiz SRoORETIE, BEHRRIVZy I RE
RS SREMICE TN TR/, BT
HERTBEBAHEEICIMZ TERXLULEDNDH D,
FrE e BIR A SH B b FE AL T

D, AKiERE—F L7/ PBCOEEHOMMNE
Mg 5 ERE LT, o L&k
B TEOM EIZLE DR T ENERD
NDHH, S LORBEERNDSEG LTV EH1E)
MIOVTEBEDE ZARHTH L.

FHIZBI L Tk, ENESIZEFRLELTH 2
1996 4E & 2004 4F @ B & B EHiE o e # A 65,
FH BEHELSWA LT, EWIHIRE LTS, &
R T R R TR O IF IR AR ZEEE (A JE

428 IFRERE 54 %% 345 - 2007 4 3 1
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(%F)

14000
10000 /
8000 / PBC
6000 - m--FH |
4000
2000 /
0 B -l-.-l-.-l- .-I- . A 1 =, 1 - 1% -8 -8 -0 E-,.&-,®m

1989 1990 1991 1992 1993 1994 1995 1996 1997 1998 1999 2000 2001 2002 2003 2004 (A)

X 1

PBC & FH D% # BIEEMREHEH A B O 4 KK

£6 SEEFRETICLIEEEOFESR (PBC, AIH, FH) 0Bkt

cer w0 e TRk F | kL Bin
PBC 3,014 431 3,042 | 137 12,754 1,625 11,049 1:6.8
AIH - »42,491 311 2,159 1:6.9 9,533 1,274 8,229 1:6.5
FH 145 73 72 1:1.0 429 206 223 1:1.1

A AR ERBEGEO I ZFNAEH 5 - iR AT
ZeHE) O TIX, FH O4FERMHEEZRE T 1972
£ TIEH 3,700 F1 Td o 725, 1989 4F 12134
750 B PR L7 R RIE R TR R
HERUT 1989 4E 0 644 - 12xF L, 2004 413 277
b L Tnwa, T, BEMOI - BEESs
BT AR O 2ERETH FEO FH #
HREEHUE 2002 4 117 11, 2003 4 82 B ),
2004 E 68 B 10 LA L TH Y, KAEERE
FREOMEM %R L CT\Ww/2. FH ORBEHOW &
BETL2ERE LTI, 71 VARFEDEBEEK

DA, BB T B EES oM B &
NERZLND.

3 Mo EEERMADE) S, AIH OFBEHK
HINY A M A Bz, AIH OB E B O]
EPRET A L LTk, PBC & [lHEIC 2 ik
o b & &R R EOm EIC X D EFED
BKTHEVEZLND, T/, BREZNOBEYSIC

APRHRE 54 %35 - 2007 £ 3 A

1:7.1, AIH i 1:6.9, FH 14 1:1.0 Td - 7-.

DWCTIFHAED L ZARHTH S, AIH 35T
ERIGEN RO RERTIEIRVDOT, EEZD
BRAEDSA I O BEROWR A ILET L2 &
ETE R, L7edS> TEHERD kO EESH
BEefTo CTEBEROERLYBR T L2 ENET N
b, 2B, 2004 FEIZ/NEO AIH O £ EFE AT
b 2001 44 5 2003 4F % TIZ 57 Bl 2 s
ENTWs (JEEER 60~ 70%).

1996 EFEY 2B 2 2KRAEE T HEH
& PBC OB /% 1:7.8, AIH Tii 1:80, FH T
X110 Tho7z. SEOEKILTIE, PBC X
PBC,
AIH OB 1 i wi el o 1996 4EfA A & A THDS
NS o 7EVRZ 2T 5%, FHICIZ K& BE
fbidRhonznror. L, BHEEDELR
IR D2 B & B L TW AT etrd 5
DT, FN5H L OMENE 5%, WiT 5 4E)
HhHEEZ LN

429
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5& &

TG TENA 28 00 Gl A AL &
IO Y
9,500 AFLEL,

2004 1
713 PBC 2% 12,800 Af£)%, AIH (&
FH (& 430 AFIE & & 1Lf_t

# &

xJn B A TR A D F L 7z 1998 1)~ 2004
4 COMERTEOIF RIS A A SR PE - AT
WEoE & o  THIENRIB AL A, 18] *"'Ef%kdi%@it? W
ol ’éﬁulﬁiﬁ LEd. W&k ATEwE L

LDFTEREL T BHoOh oD
Y F & F L2z RS R B S0 58 B kT
LA PR S 234k Gy Rl R TR R A - DR

At VTR OB BRI L T AR
geix, IR BRI T R A I 5E fﬂﬁﬂb (W
PEE BRI TS 2o 0221y T #ia
O)H% I B L A SRR & R E R Dk
T Zaﬁfnﬂ};k(/) Cla] Ty,

X ®

1) Shiraki K : Vertical transmission of hepatitis B
virus and its prevention in Japan. Viral Hepatitis
Liver Dis 530-532, 1994

2) Wi g OB I D AR ERFFERE - TR
s 1093 ~ 1995, H AR, 1996

3) Wi M HCV ¥ ¥ ) 7 —fikling, w4
BHMIOBETLHCVE YY) 7. Fx ) 7THD
Hegt s FomiE— WAREHt T — 64 41-
51. 1996

4) AEANE L elEE SR kD B HoHERT
T Nz, MR OB B BRI S
o O liEFMHE v a7, EEY
Foe B B O FITEHE, 20 kL 1994, pl2
-19

5) P4 REE--H5 i
WA E O, S e
JeERLEE . 1991, p27-29

6) . f WEATETE R o Gl AR R

.Et

W95 00 /\]fl E AL L D
FeHEV Ik 2 A5 EEE

430 HERI R

_46..

54 %% 3 1

e DI BY B s b
WS 1997, p23-27

VAR AR SR 11 e ) S O B X ) A R
REFHZE 0 2 & BEFE oo 0. WA T N BN B
12 1589-1597, 1997

8) % Wi b URPERT VR RS, [ O eE
WA, 5 & OFBIEIT 20 -4 2 2 Inj oo 4x el
S Ao FL e, HEAREE 38 ¢ 735-739. 1999

9) BLEK #y rTHIRRLS S TERT PR A Gl
el dmaifett) . H KRG 53 (B BT - HaE
B DR %) 560-564, 1995

10) AGHTFHL, ff o £ 2-3-31 BEA AR o s 2
e PR EE BRI TR &Y
WU BB R R I TR IR R A FOL . 1992,
p130

11) AkFFE . M o 31 5% im(Hqﬂﬁﬁ #2
—31-3 PG o BB 30 & - sl
o BRI e I R 3?" it W‘L[Ic_leT (1997
LR F 02 HENE L '“oiﬂ,ww
p200

12) B3F 8 0 HEH 47 4 B I 2% 42 B o ah AT R
R, AR [EGEO T £ IR
S o] AR PER AT 50 A A TR ek
1976. p23-28

13) B AR BT R A R A n AR I
g el TGO NT % JﬁWHAM$m2
It T 1992, p85-91

EHET R 8 F REIETE S

14) BRG] o BERT 42 M O R EIF AN 4 (LOHF:
late onset hepatic failure) @ &FE51 (2002 ).

f*?"/t" T};M’%’/Uf* FoE o BT 3R AT 7
FRCLS AR, 2004, p85-106

15) Hﬁ%i!ﬁﬁ]f vl BUER N OEREIFA 2 (LOHF:

late onset hepatic failure) O 45T (2003 4).

JZ A e R THRG RO BB | AT 9e
PR 16 FEHR#. 2005, p93-107

16) FEREA L BSEN %K OB IEIFA 4 (LOHF:

late onset hepatic failure) @ & [F471 (2004 1E).
L g E D TR TN - REEEE ] N
TS H R 17 4189k 5. 2006, p61-69

17) BIEE,
2005 1E.

LU AR I S EX N SRS RN Y ) )

R 2, #ul, 2005, p353-454

18) 1 B 4\ LT CSEEPENT o0 Ax el i £ 12
e WA o B TR I o s 'EJ AR ST
Tk 16 4iha?u;h.% 2005, p22-26

- 2007 -3 1



JERVE R IFREZ (PBC) O3S 4 K94~ (20114F)

TR A S5 B W Ta Vo B L AR 28 55 36 TG PR O Y - IH B AR RIS BE 9 % AR AT 98 J B

FIEAR MEEICE b o 2B X, KB FIA VICHLLBRTNE COLIZA L 2\,

TR A G5 )8 MR YR B IR e 3 [ YE O - TRESR RIS %R ARTZE | 3t
(%« PRIEL)

BRREERTEFEES S (GREE  FEBEED)
AAERHE, LEPEE, EARMIT, TDNEA, FIREKRER, Et:sE FTHER, @I
RARHR, FEAG, BREET, MEEE, WEEE, g &
DR —F U TN —TF (FV—TE  FEETD)
FEAG, &1 —, WRERE, BREET 50 8% Btk
BB —F T TN—T (TV-TEEI )
FEFZ, B &, BERE, REEE
PBC AEMEH & [BRAF A F 54 OEK WG]
(FV—T7F: BiEKE)
THIER, L¥#Z, MRKEKRM, SA%E, hRERK TIHBA EEE

[BHFA FT4 OV WG] EERE
AfeRHE, NEFIE, THEG, P8 RERZ MREKRE MILERE, S5RS, MAE,
AR, fRIBMHE, TIMA, W OB BIBHET, EHE-—- Hb B FEECR
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I. 2 - WRILE

SO
JEFEVERRIHPEIFREZE D B 2R e (PR 2247 FE)
[EERTED N - MREREICR S &S] JE
FRFEVERE A TS S0 R =
B =

JEFS MR FFAE %S (primary biliary cirrhosis, UAF PBC) 1%, &K - JKEEIZ H CRIEFH
B2 E S M BEEIT O ) o EFRETH 5. TEELEIHREL, BEHEER
THRETHZ LV, BEIGHEE HEBETAZ LR @I LI e0% <, MRETELE
WO EHEEICHET 5. BEL, EEME (symptomatic) PBC(sPBC) & #:fEMEM: (asymptomatic)
PBC (aPBC) /s, MMIBFERK, #E, AESHERE, K FEREZ CFEESICE
S BEEREE T B8543, sPBC &L, NS DERZ R LA aPBC &ML, EIE
BDF ITHENULRBT L5605 5. sSPBCO) b 2mg/dl LB ) VEVIMEXET 5
b D% s2PBC L LY, Z1 kK% sIPBC & AR,

1. I - LSRR

FEMEYE, EAEGEMEEM DY, MEHEERESR (ALP, yGTP) O LA 2D, I ba K
1) 7 #i4& (antimitochondrial antibodies, LT AMA) #»#90% OEHF CTHETH 5. F 7-,
IgM O ER %505 Z EHRE .

2. MR

BT, FR/AARIREE CNERAEE 2\ LRBEBEREE) 128 MIELIR R SRR &
(chronic non-suppurative destructive cholangitis, PA\'F CNSDC) % 5. RO HEITIZEN
JREEM S, MMEILZ AL, IEHMFEE~NCERL, FMigELEI L d 5.

3. afHE

BYRET 9 o ICE, BHBRE, BRLESERICHB L, SRME T 256125K
BEGELME) ZL2HD. v x— 7L VERE B v, BEFRERERZECOHCR
BHEREZEHTHI LD 5.

4. #HIZ
HOREN%, REWEICERE R, BUEEUMERNET D o8, BRAFREERIER &

Wi
KOWVTNRH 1 DIZFELTHLD% PBC BT 5.
1) FBRFHIIC CNSDC 23880, MEFRSPBCE LTFBELEZWH D,
2) AMAD M T, MBFHICIICNSDCOFFR 28O %2 WS, PBCIZFF L & w
(compatible) #H#kiGzRT DD,
3) MHRFENRBEOBRE IR WD, AMA P HEET, LABERERCERDPS PBC LEZD
nN5bo. '

w
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@ PBC DBWIICIZER1ICRT IHANEHLE RS (ZEFVALAXRLV]).

F1. PBC 2WiogL &% 3HEH

OMERT R CREDOEH S ot (ALP, y-GTP®LH)

@I Fay P THE (AMA) BptERT R (I EPiAE £ 721X ELISA #1125 5)
QIR TR R (BRI EMIRE % (CNSDC), W3FHE, AREME)

@ Wiid [EBMITEFEEOBWHE CER22ERE)] 1255 (W] CHl-TFY (ZEFY
ALV, HEBREEA).
1. FFESEONEEE -
1) K912 CNSDC % 720, MEFTRASPBC L LTFELEZWVL D,
2) AMA DT, MREFMIC1E CNSDC OFTR% 0 %W, PBC I2FJE L%\ (compatible)
HERIEERT DD,
2. FFEEIE O WGE
3) AMA BT, L2 bERRER U #EDS PBC LE26N5H0
Thbb, RLIRENS 3EHED) bOQ@0D 2HE 254 ) H&.

[MEMO : AS b3V FUFHS (BESENREE EUSAR) |
I bay FY 7Hk (AMA) MESOBHRE: - PBCESIDI% UL EICKI S, B
BERFEV. RBIE—RICIET v b0 HEE - B0 2R & L MEBEEiUE
ERHwLNA.

ELISA & : AMA OMIGHEIZRBERILENEE R EPLS, M1 H25M9 O 9 DOH 45 HE
WZHESh, T0) BbM2HUEL PBC ICHFREENREV. M2HEIRI b3 ¥ FY 7HKIC
FHEL, 414/ 70y FEIZTI0kDa, 50kDa, 47kDa, 40kDa @ 4 DO ZEBEMEEH I LT W
%. ZOHRTI0kDa DEHIIM 2 FEO KT % 5D, ZORBIIENVY VEBREAKERER
#AEH (PDCpyruvate dehydrogenase complex) @ E2 component (PDC-E2) T#» 5 Z &
PHLPIZENTWA. E5I|Z, 2-acid dehydrogenase complex 2B 5388 7 I / BRI
KFEMFE (BCOADCE2), #*v /vy VERiXKkFEE:FRE (OGDCE) % PBC IZfFEM M
2HMEOMIGHIETH ), EALETIX, ek, Y2 O0HmI bary FUT7HEEZHEE Lz
ELISA WO TWPiI bar FY TM28ifk s L TRAIE S N TW228, BHER,
LR3I ODDOEEMINIIUR Y A L-HAMZ EH PR & L7z ELISA 2 L 2B H v
5N TW5,

(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. &5l - BRAES

Q@EMDNHI ) - WHEIFEEL X HOHAZ GO RBERE 2o 2BER L VI B2 S &R
BiFohs (£2) (ZEFVALRNV]).

Q@i RZh (B, CT) CTHENREZRZECEELTBLILPEETHS (ZEF AN
V1, #R/E FL—FA).

# 2. PBC O&ERIZ W

1) | JBH ) o FEAFRE | FFARRH D o 8  BEEWEF IR ) oW, EEEECERE
%, TgGABERALIEIRE %%, MAFNIRERAE, MEMEE

2) | EEREEEIRE | HOREMEFE, EWHEFL
3)|® ALP, y -GTP IUE | FFREBSMINE, BWE, FIRBRBERETCAERE, MEMHIEIFREE
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CUERR 22 9 1

O W RBEIIREINS L) ZBBMLITRIZEL TwiWwsS, PBC OHER L& 2 SN L HRENFE
35, WRIG & ZERFEHIRLRELHL2DT, RBLTIELLZHTALEND S.

1) B8 PBC (early PBC)

FEIR R M AL F O REPHB T 5 A2 5 AMA BBEEZE L, HFHEEOBEENEILLGET -
TWAZEDNBERINTEY, BYPBC LS TWE. HERELELST. BEBEELTH.

2) HOHRENHE % (Autoimmune cholangitis, Autoimmune cholangiopathy: AIC)

BRIRAIIZ1E PBC %% 2 L 72455 AMA 2, JilEPUA (ANA) s hflid 29 2 mEBICx L,
19874F |2 Brunner & Klinge 12 & - TH#1Z Immunocholangitis & > ) ZFTIRIBI Nz F D%
B @ 9% B 12 % L, autoimmune cholangiopathy, primary autoimmune cholangitis, autoimmune
cholangitis # DA TIRB I N/-2%, BHIETIEIPBC 0HER L 25F 2 A8 —#EITHAS. UDCA D
WREBALNZ VAR, BIBEEATO1 FOBRSHPEHNT S
3) AMA B PBC

AMA XMW TH 295, BT R CTEEDOIR S oW El A 4, HH#E T PBC IZHMEN B
PELNLH5EIZPBC L3S b, PBC OB R SNIEFD S BHI10% 1 AMARETH 5.

AMA 3BHTH 27, BOKGHE THZZI b2y F) 7HECKGLTWS L&A, PBC
LA & FRR AL T 5
4) PBC-AIH #* —/3— 5 v Ty et

PBC OYBkRREL L€, FHFROMELHEESL ALT WEEL* 2T A KFE D L. BIFEEA
FOA FOEGI2L) ALT OUENSHFETE 5729, PBC OHiRITiddH 255, PBC 0 MAIF) L L
KAl LT 2 0LENH 5.

3. JER - SHEDIEE

%< (7~8%]) OREFMTHIMOBEEOHTICSI SN, BEEOT IECHNKET S,
B PBC SN AREBICERT 5 &, HAOEENE LA, PBC OFEMRIE, 1) HITH ook
DHEMRE, 2) FFEE - FFEEBLUOZENS ICHET 20, BLU3) REREDLVIZEHL
o B O RIERBICE S CERIZFTTEZOLNLSL (R3).

RRA D o IO BRERREICHFRNTH A, BT ~EFERT 5 &, EESC, HEREE
FEICPE ) RS EEE, BHBEIC L 2ERERCEN TS, /-, Al BERESOREL
S EEDSHRT S, PBCIMBOBERIZL AFFEE & IEB LT MRETEERIIFEZICES T
ELHBLR TV, MMOBCREEREOEHE LTI, o= VERE BEFIREEE, BEEY
T FOEHNL . A LMo AT RIEREBAREIIN T, PBC BAFIIEER CEATHE
THEBDLE . FREIEGHTIEBIIEASINLENL D L7720, AHENIERBIIEETHS.

# 3. PBC O¥EfE, A
PBC DJEfR B BEdE

1) #EAER 1) M9 oo A IHE
2) EHEREK - HHBRE
3) JEH S oz &o CER - BHRIMAE

- EEEE (BELl-o%xE) 2) FFEE - FFEEIZED CAHE

& tE - PIRIETTERE (REEIRE, bR
4) FPREE - FFEZE 0D EIR - FrifAa e

I - T (EEEIRE R - Bk

A - BN AE

- EkpEE 3) REREE tMoHOREEREOED
5) eERY, AL thoBCRER c Y=L UERER

AN SO RGN - BEET) v
CECIRIEMERE, X CEBEEHRIRE (BBAR), RE
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4. jREBEZHR
1) PBC O%HR
OHORERE 2 KB 5 FNEEHZ 2 PBC OEAMIFRARETH Y, FPA/NREEASRR

W, BATHICHE I NS, ZORKE, BYICRH T A IFWIET S - AL B L, IFMRakEE,

FRHETL, BMEMERRRENS 2 IRIMICIE S T 5.

A8 =7 x4 AFRITEA2 DRREIZE  DEFITAHA SN, PBC OEERERLE KEL TWw 5.
CHUCEEE U CAFHIRRREE - 3858, BFEMEbASinNb 4. 2L C, B ol B L O A0 IFHf
BEIZLD, FHIRERISEIT L, ETEOMRER N ENTRGEL, 2 L CHEENLERT S
EEZLND.

DOEEWRE : PBC OB LR E R, FWR/NREE, FRIONEREICA S5 8%IELER
PR H4E %% (chronic non-suppurative destructive cholangitis; CNSDC) & #{THEDHEHET
5. FERBLROR EFAFESMKRBRAICLIELIEROh S, AFEL S BEEEIAFENE
I 25 L FEh, PBC IC Wil EASE .

CNSDC Tid, BEMHERMICHEDY ¥ 33k, WEHMREREI ALK, BE LEBRIC) ¥ /53R
DBEADALNS. CNSDC OEERED LR IZFEBEICEARL, Wby Ml ELOBTRIA LN
%. F7z, CNSDC & ETIEEZ WA, W THEOBUHEERRPREFTRIIZ L WAEE LE®
fEAeDBERDS LIZLIEAONS. JBEEEIE, PRSI CHE LEE LTV 2 iR & 20 128
B9 5 LHEEMICEB LTV, FHIOMEITE L DI L A EO/NERBE TN SHEET 5.

QFEEWRE PBCOAMTIE, HEECBEOHRSFENZTRESIIAOND. KB4 ¥
y—7 x4 AFREZNED) FREORE L BEICEET 2 - FHEE T 5.

BEH S o WS EALII AT MO BB - EEHEASET LR E LTAL, EERAMIIRER
KSR ANV A CIEEEROLE, B, FFHROEMIROEKR (cholate stasis), w01 —
1k, MREEIFEL, EHEFREER L O SEHEENCERT L. T/, FRSELLE
zone 1DOFFHIfED/NEE (small cell dysplasia (ZFEELD) & LiIZLIEA S, PBC O#MIcHEI>. &
N EFBFIZ, PBC DL DRERIT, 125 —7 x4 AFRPI/INERL L0 HDREMIF&IEMN
T A BUEEEMEFRROZESHE L, ETEOFBMELCHEE~DOERICEET 5.

2) MRERFMRE Y HE
< PBC DRI 1481213 Nakanuma 5 O EM R Eh 5.

PBC TIZFHR DI & 0 EMEMIES R L EABHON TS, 200, FsERTIEY
VTN T —ORENEIZOE T LV, FERMH SN TE 7 Scheuer 5738, Ludwig I L 5
FHIGEICERADH L. 20720, WEOAY—LGHIL2Y 7)) v 75— &/MRICT 5
LT RENTHFBLIZEBH LA (2009F) (£4,5,6) 2HTLZEPFETFNS.

4. PBC O#RNH

18 Stage 1l (S 1) (no progression)

21 . Stage 2 (S 2) (mild progression)

3 ; Stage 3 (S 3) (moderate progression)
41 ; Stage 4 (S 4) (advanced progression)

FHAETH  REWREPIRBIZIRG, B, SR ey &R, SR FEE.
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#5 PBC O#IBFHHNE (FEL=5, 2006, ERHIFHEAEE, 2010)
#5-1 PBCHlBHINEHIO 220 OMBIRE L 22T

A, HEHEAL Score B. JHETELE Score

PRI COMHEALD 2Dy, HDH VI 0 HEEH A 2 0

FRHEIL DS IRBOIZ IR

PIIRISUE B O #HETL, B B Wit RS 1 1/ 3 LT oMk TR k% & 1

T BMETEBREE 7 1 O PIIRBRAEL 5

i 2 O/NERBEOELNE M ZUEMER 9 1/3-2/3 DMk THREHKE 5

HEAL R

PR & B OB LD ITREZ 3 2/ 3P Lo MR TIHE N %% & 3
%

F5-2 BHEL(A) LIREHE(B) 227 0N L 2B H (Staging)

A. #AEL, B. FEEHE

Stage 237 D5
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-2
Stage 3 (moderate progression) -
Stage 4 (advanced progression) 5-6

MAN LA YROEVHDLHEIRC. AVt Af YEBHERILEOREZFHEICNZ 5.
#5-3 kA YREOFMEZMA 7 RHZE (Staging)

C. FntA rBERLE

Score

[ZREX R ADY -

0

1/3 U T oMk E LM (4
¥) ChHEEERORE YA D

1

1/3 = 2/3 O IRIR O 2D RF AL
(R % OFEE) VB DL & A

2/3 M Lo MiRE o E LM (%
B \ZEHEROWE T A D

A. M, B. IEEHSE,
Stage C. vt A vHENLE
&A a7 D&
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-3
Stage 3 (moderate progression) -
Stage 4 (advanced progression) 7-9
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£ 6. PBC OBEIELIE RIS DIGEE
#£6-1 JHEHKRDIEBE Cholangitis activities (CA)

JEE DR\, HEIVIIBREOEE LERELY AL, CAO (no activity)
BETIIH LR EBWHIEEREL 1 HFTICAS. CAl (mild activity)
BETIIH L0 HEBEREBERERLY 2 HFTULICAS. CA2 (moderate activity)
CNSDC %2475 < L b 1 HFTZAB. CA3 (marked activity)

F6-2 HHEROIWEEIE Hepatitis activities (HA)
A7 =7 x4 AR, RERIT RV, B HAOQ (no activity)

A2 =T A AFEDP1/3UTOMREOEZFME | HAL (mild activity)
(10fLLT) IcabnD. BE~TEBEONEREYAD.

A8 =Tz AFED2/3 L EOFIRE O EBIF#AL | HA2 (moderate activity)
(10ERIE) IZADND. BE~TEEO/NELTAD.

FHLLEOMRSO%Z { O BIFHIIZ A % —7 = 4 AJF | HA3 (marked activity)
fuehb PEE~EBEONER, HD5VIEIEEE FIKRO
JFHIfEEFE % A 5.

(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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(I PBC OIGBYEE - 35 558

1) Scheuer 3 : PBC IZ4FBMI T - IEEREZRHIZ ] ~4ICHEI N TV 5.

18 ; CNSDC, 28 JeERIngMAn e 31 ; ek, BUR, 480 gl

2) Ludwig "8 : BHEIFROBSHIRM ST ANShTn5,

1 8 ; MIARI® @ % (Portal hepatitis), 2#: 41 ¥ % — 7 = 4 A F % (Periportal
hepatitis), 3 ; MMETEFREELRL, Z2e4B1EEIE (Septal (Bridging) fibrosis), 4 #i ; FFAE
%8 (Cirrhosis).

3) Nakanuma & D% : PBC TIZFAOERLIC & ) WEMBES R LR L L PHONT
W3, FO0H, FHERTRY Y ) vy 75 —OBENEICDE T LD, BoHEE,
BB L REA O 5 2B A7z PBC O LWkl - IGBIESEHTH 5.

Scheuer DRKERENH 7% (Scheuer PJ, 1967)

18 |Florid bile duct lesion | JEE B EICIZ ) 738k, FHEMAE, HERIERORES AL
h, JEELERIIERL, RERLLY, FEREEZET.
JEER L ALY, REBOWYIGR HEOBIEEN
Abhb. T, WHEELZD, BFHOLFTRZETS
(florid bile duct lesion).

I# | Ductular proliferation | FEE ZTHZE L, /INEEDMAELXED 5.

IM#H | Scarring, septal fibro- | FABRIE A & OREMEDHEREDFED 5 5. piecemeal necro-
sis and bridging sis bRROLND L H Ik 5B,

IVH# | Cirrhosis i 2 4

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

Ludwig O##kZ0% 5% (Ludwig et al, 1978)

I #8 | Portal hepatitis FIARIICIE ) >~ 7SBRDMh, fFHRER, (FEREREE O RAEME
DEBEHEASNL. NEMBE EREICIE, BEOZENE -
WS, F-AFEDEED S, florid duct lesion &9
BHNLMREET S WEEOEZIZVWD, 5T
DEMTH 5.

T #i | Periportal hepatitis | ZSfEMIMRE X S S 128 L, KEFT RIIMIREZ O
EHEICTRE. EERHEE HEELREOMAEZALD .
RFEEL LS - EE AT RIS OICEREEICALONS X

Il D,
M#A | Septal (bridging) Stage 200 RIS 525, PURED S OfHEDOHERE
fibrosis DHHBEIC R 5. AFEZE)EERTRIC LAEIT
55, PEEHRIIHEET .
IVE] | Cirrhosis RE- P B ZE O P R 458 A9 % garland-shaped regenera-

tive nodules & #EHEVEMBEEDSA SN D, HED ductopenia
GEEEL 2 A, WEFEEMED BE R RITER L, Mk
BITHEICHEEEEOMREET A L)Xk 5.

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

_54_




5. 7mHAE2

1) ERwEI5H

OPBC D BRI E I RO BMEEROA I & - THEIEBRYE PBC (aPBC) & RN
PBC (sPBC) 243 Hh, sPBCIZE 512, MEE Y V¥ Y lids2.0mg/dl il ® s1PBC & 2.0mg/
Al EDOBEY VE VilfER R 5 s2PBC IXriFbha (£7).

3 7. PBC Ok
fEREBYE PBC (aPBC) : FFEEICE D  BMREMER%E K £
fEfEYE PBC (sPBC) : FFREEICE O HMEEIREZ A L,
sIPBC #& Y1) V¥ /fE20mg/dl KiiiD b D
s2PBC #E V) VE AE20mg/dl L ED b D
*FEEICED C BMREER - #E, WRER SEB&ERE, K HFEMEZRE

aPBC 13 3F#FTH (1 #1), sPBC IZ#EATH (9 % sIPBC 13 FEHEHEITH (I #), s2PBC I3 #E
AT (M) & ARTIENTES.
2) MREFIIR 5

HITH [PBC OMfEZWT] * 2.

6. EEED

OPBC ZEBHEICREICEEBL, AMEEERES 2 VWCENCHPRENE-NSE. ZOk), BEE
BREBEEPBCICHERBLASAICHMSh, MEYY VY Vi (Bil) # PBC HICBIEL
Child-Pugh 2V S5h 5 (F£8).

#8. PBC OEREESH
1) #EfEMRME PBC (aPBC)
2) JEMEME PBC (sPBC) (PBC A Child-Pugh 23D 5# )
PBC H Child-Pugh 448
Score 1 2 3
Bil (mg/dl) 1~4 4~10 >10
Alb (g/dl) 35< 28~35 <28
PT (%) 70%< 40~70% <40%
INR <17 1.7~23 >23
JiE A 2L R R HhEE R
b e L Gradel~2 Grade 3~4
Grade A : 5~64 Grade B : 7~9/4 Grade C : 10~154.

7. B - P2
OPBC DH#ERIIKE BRRETR, PIRECEERTR, WEFFLRO 3R ENS.

%9. PBC OREMA & A Il —
1) Bif 55 .
.y, /4= o JL 7
2) MRETCHERESRTR LI W/
3) BEUEAZR o e~
/ IR L
______ | ’,I . "// .
| |==m e *
£33

X 1. PBC ®HARE
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