RERRE

MBREEERATRB
mis E



REEBT & ) 2 X BUE CTILIE LA RHEIIC B 1T D i b A TZ RN FH Y — v & LT
S, Wx L LWSERA~ OISR HEA TV DY, ARITHLERNATEL LT~ OfF
REEZZWT2HMT, BERTFIFERE L HDICHVORTETEREETH S, BHBKTE
R =R (BUIR R PR P E R e SR E LR N B0 ) ([ TiEdkn
[ O [ FHiedps 7 D ZL A % S8 L 72 S8R O — A CTd 2 i ESCEhMI Tz (0 bEnE K
DEHIR) ORISR AN PRAE S L. BEDNTIRHITZE DM 2 22§ B IR & L
TRAZTMEI, RS TE T,

AR CIRIEES A 2 AW IR Eg & . MERESE TTAER T b TRk 2 v T T
D PR HOE O —t & " U, R &I HTIIE R & 5 NASH O RIS 7 7e
b N AT OBl & 1275 D,

1. BEEESEREO RVWEG

JEIEEE TRIZE FIRE 2 & B W B B & UNTEMENTIR R IEFR R V7 L3 i A ol
JS & 72D, FEONTIRE Tk b 2 W7 A L ZMIFHERBRTH D B, C RFFE RO
[ZB L CIIBEE TICE < OMANRER S, T ORBAMEIESAT RITITITHLL TV D,
£z, C BUBMIFRICHT DA v F—7 = v U IBROBICRRE I B IFRERRAT 75—
WHL SRR H Y . OMBGZETIEE S IZITHL L, JEFIBL 2N b, K
TITMERES 2 IO T ER 21T SO B3 L. o LA a—THERS, ERENZE
LTI OBMEOREZRET L LR ENERLOOH D,

—J5. FPIER 0 B E 2R L X EET 5 H CREMT R, R RN
PEAEMERRAE 2 72 £ D B O MEIT R IR Z 112 1 HLI O R R R IEEBE T s 8 1 |
FEROATINAIC X 2T ROZELRDOND Z &b, S TIFEREZTITT 5
ZENRDONDBEBHERTHD, Z I TITHAETIERN O L DIEFAINEHINTE
T JRFEVERRT - PERTRE S I Z SR R & f - T, £ DOTERE PRI WT OB & | BRER S AL7o il &
T S R A ROBF TR DB 2B T D,

2. JRFEPEREH-PEAFEZS OO ARS8 72 & DN RERESET R

JEFRPEREHPEFAEZS (primary biliary cirrhosis, VAN PBC) 1ZH4ELIED LI AR T
2 IR KA B OASPEELTHE D FFN IR 5 - HPERTHR R T, AR PRI I3/ N EERT 72wy L R EE AR
BOME S, BEIE IR ME IR & (chronic non-suppurative destructive
cholangitis: CNSDC) . FEzESMERE bRz fMpaikp 23R8, IRETE R E 2 29 5, kAT
HIIZIX ALPH-GTP 72 E OREREERCRE 7 07 ) 3B Th D IgM O BF- il b=
¥ FUTHURGE (GPERK 90%) 72 ENRBO b,



1. 22N ThIUE)72 CNSDC., PR L& 7”7, CNSDC % 23 5 /NERA
ERPCIIREM, VSRR ERLEGRE L T D 2 Linh, PBC OFRBRNLEEFF &
L CTHRE PRI MRE S LD,

1. BPEIARIEREENEARE & (CNSDC) o, M S/ ERRE 2 h L—2

<,

BTRT

%] 1

2. PBC T® b o IEazBME LA rE P SRR O SR, PI3FIEZ b L — Z# TR
j—-o



JEFE N PERFAEZE DAk 6D THIHNTER O © 4L 2 FrEn e EESE T L & L CEBRD/NE
R (tiger-like pattern, WHIROREEL) 2 23 5, FIHCRALEE (leopard skin-like mottling)
IXTCRIEIITFIZER D &AL 2 FFEA) 22 B T I NEE DI ORI ME D EAL A PR 1 =T
TEAHERT D206t L, MIRIMAS AT 5 FIREBIIF AR O ARG AR A 2 L, IF#RE
{ERORIE 72 & DAEMRR T HAEAE L 22 WHLREMERE AT IZ 30\ CTITFi 22 i w12 HLRITAY Tl

WFIRR DR E OV FEAMEICRD D T L 48T, —F . #HEARO/NERELT PBC O
THIMIOFERER L LT, F/RNET.LER T LAFARORBEMEZ E L, FIRESA 0L
WEFICRZ D Z LICX 0, — AFRCIREEE L L U2 & FEE0R L 13 o % R
FTHROZETH D, FEEROIFFMAEA L CiE, PR PR 2 ARG 028 1378
LIRNZ LD AFTROHBEFIIBEE TO L ZARKTH D23, 1] b 20 i 2
HRENPERLTWD LHERIN D, HEHFHO/NESELO MLHF] 2 X 3 1R T,

X 3. PBC Db THIHNZFR®D 5425 d i o/ NEREFE D5,



KIZ PBC T L DRy 72 R mpr L & LT, /Sy F (reddish patch) 303%
Do My T AT FERRITFREICA SN2 BN KRE &, B, 5z~ T REE
Thh, $0.5~3ecm OEEZALTWD, ZOHREA Ny Fid, MHk7FHIICIE Scheuer D
WD 1~ 2810 PBC T, FHZHBERME PBC 122 < HBLT 2 L \Wbitd, K412k
Ry F O] 2 7R,

4. PBC T b Lo Rt~ v FO MR, FIAREREIZ, 255 2 cm RO R EHH O Xk
EBHRICRRO 5D, RSy F L8y FORIZITE AR O/NEREL B Lo,
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RN HERE L7- PBC TiX., BRYEZELE . 20 IRELHATRELEZEEILE Y
(protuberance formation) MFRD HILD X 912725, X 5 IZERPEZA o RG] 2 7Rkd,

5. BIRMEZ L, &HDWIRTE BN TREREENMEZL (protuberance formation) @ i

B,

X 5

JEVEE 70 & NI AR 2 hid T L TR 72 IF £ w5 <>, PBC |2 pathognomonic 7277 BEfH
RO EZFERT 22 LIk, PBC ORZWWBORE, B OREMHEITR E DA —A
— T v T ORBERLZORERE KEORWEZKMEHLZ ENAETH D, £O T LI
OIZiBilR i gho, TR OHEE., IBIEOEIS OB &, < OFREZRIREIZE 2 TL
D DT, NEESFMRAILFTRERIR Y fiifT 2 & ThH 5,



3. MG TR AR TH b W 7 AR 2 A W\ - Bl BT SR D 4

PBC IZB W T, WEDELTH D IFNIBE DZEE)N segmental IZ4 L, ZALEHLD[H
BRENRMHZRICL CTERT 20, THEREBEZITICEWTIETE 572 % < DMK
AT 2 Z LA, LV IERLFEHIZEE TR TEETH 5, @RS N IT
AR SND DIENE 21 =V DU —~ VAR TH Y . ma— TR & T
fEH SN LW SR DOERER, true cut MOARREHI LS THNEDR KL, L7eR->TLVZ
< ORISR ABHINT 52 FENTEH4IET, KRERT RAUT—=VZFLTND,

PBC DOFRIEMTIIRIEAHI TH L7, & DHFED xenobiotics X°, KIGE 7R & DAY

\ZXET 2 o FHRRMEZ AT Lz B CHURITRT T 2 282 UGMEIC & 2 B ORI T R 8z
DIIEIBIG LTV D O LRSI NLD,

JEWESE FRFAM CEEL L 72 L~ U UV EENNT 7 ¢ VAR A BT~ A
Z— BB RGURE 2 DT, SEESMTH S T M, B Mild, BEMRR E DT
RN RTEA ETT 2 Z &1k v, PBC IZ8IT 2 IHE FER T ISRy fian Lok 5
WG L TV EBEd 2 Z LRI TH D,

HAR#IZIE, CD3, CD4, CD8, CD20, CD38 (Zx3 %€ / 7 m—F L fifk % v T, ABC
(avidin-biotin peroxidase complex) 75 TZ N L4 pan T AL, helper T #Hllfd .
cytotoxic/suppressor T ffifd, B flifid, JEEMILOFFHEMAN 404 PBC 2 & LA FATK R
T~z 7238, 6 T/RT X912, CD20 I intermediate B cell & mature B cell T4
L7020 CD38 [ IEMILD A7 57, lymphoid stem cell & . T cell progenitor cell T%
BitEZ R T Z ERED ATV D

6. CD20 & CD38 Mtz rd U L RBRDA B, CD20 IX intermadiate B cell &
mature B cell Tt % x93, CD38 (& lymphoid stem cell, T cell progenitor, plasma cell
Tt 705,



Hematopoietic cD7
stem cell NK cell | cps
IL-2,15 L COTD  j— ©
’ cD16a
CcD26
CD56
CD34 | IL-3 T cell CD57
CD45 progenitor CDE9
CDs0 cDod
CD105 IL-2RE
cD117 cD2 NKGD
Jco3
Lymphoid CD4
stem cell cD5 |
cD7
cD8
IL-3,4.6.7 CD38
B cell Intermediate Mature Activated
: Plasma cell
progenitor B cell B cell B cell
© I © . O I O G -
IL-6
cD10 cD10 cD19 cD25 CD28
B Ce” CD24 cD19 cD20 cD30 CD38
CD34 cD20 cD23 CD80 CD138
cD79a cD24 cD24 CDa6 IL-6R
cD79b cD79a cD79a CD126
cD78b cD78b
Pax5s Pax5s

F72.Gershwin 5 92 LAUT PBC FFIZ31) 2 e fila OB &3 T Ml 5 5 %,
~7u77—=UHK3 0%, BHIEA 1 0%, £OMOMIEAK S % & SnTnD (M7),

7. PBC HiZEBWTRBET 20 Yo K E 0723, (Gershwin ME, et al.
Immunological Reviews 2000; 174: 210-225.)



" CD4* cells ©

: CD8* cells

T cells 55% | < ©
CD3*25*cells

. (Treg cells) O

'Macrophages ~30% |

B cells 10%

Miscellaneous cells ~5% |

Eosinophils, NK cells, dendritic cells etc.

PBC FiZB\W\ T, [A U B Hifa R4 CTdH 25 CD20 35 L O CD38 B #ilfie o> AR N 5
fEZ Rt ECHEE 2 (X8) & HikAIERrRAY /0T 4 <4 CD20 Btk h
5 72 & QN RV B MRS, PUREAZ R DMREL T2 7 1 7 = v & a TV BURE
M Td % CD38 D IEE M~ & 3 51251 T, CNSDC A /R~d/NER] 22 5 Y
W BRBERL A R BICEE T 28 22 L=, B O, WEI£EM<° Majima needle TH:HL
SN D AR TIIEARD YA X9/ E < CNSDC % 29 5/ EM 72 5 DN RaEn
BO—ELMRINTERWI ERLVR, BEE TIFER THOY LD v —v T
PR S AU ITREARRAR AR < | /NEERTRRAE ORREERRAE 2 2 O A P O#RME(L L 72 PR S &
OTHZITRINTE L2 N, KFTRZED ETUETh-T- & X N5, CD38 [HtED
BT CNSDC 2R3 /INEERI 22 vy UIZFREERRAE J8 PHIZ 5T, B b B SE s e
TICHRET D, RPTRIEH =20 KRG AMZ IR e a v FRRICAZA 52 &b ATk
% coronal arrangement (CA) & 4 1772, AP LIZ PBC O#) 50% DIERIZ HHELT 5,

8. PBC IFiZ&1F 5 CD20 72 5 TNT CD38 [l fiel D Tk P R £ D LLilehisd, a. CD20
BEPE D F R EL 72 5 NS RS B IR IRRHENE I AR U7 PAARIRIN IS 38U T LRl s 2
7234 &9, b. CD38 D E M CNSDC %/~ /NERM 72 & ONZ Rk I 2 5]
\Zam FERICERT D,



TAUTK L, C BUEMET I TITMHEMEIZ IER U 72 PRI U o R BR A 20K & 5
RHAZDD Z ENFEET, XY N EREOMIREEZ 2 L. 205 BRI
HLENE LT LIVNEERI B FET D, U o NiER AR O =3I & LT CD20 Btk B
UL BB STV S, —J7, CD38 EDTEE ML Y >/ TE DA E 2 R0 P e
HICRE L, U IR0 TOISALE S D /NERIIBEE b A 5 L. B MlaOIEIEORE
ZAETT, L LABEENLEIS DL HFANCREL TS ZEDbnd, 2l PBC TR
DT LITECHETHY . B U RSB~ & BT 51208 > T/INERIBE 7
LIEI/NY . TFFEREAHA~ERETLZLEZRLTND,

9. C RUEMERFROMRE T, U v @b MR 2 R332 1 5 CD20 72 b
(2 CD38 MO JRTED L, a. BRFICRY, /NERIIBE o J8 BRI IRk i3 5
U RERIZEE LT CD20 GETH S, b, CD38 B0 E MR T BRI TR /N EME
& JE B O PR A I IR 13 A AT, IRIRSNE &2 B BREeRRIS . PAMRIEE 1258
PLZJRET 5, T2, PBC THLILD A L ITHDH A~ B U 2/ SEkh b HUIREA
ARASORR E BT TON TV 2 EEZR LTS,

ZHNTIZPBC LA U HOREMIRETH D H OREMEAT0, RV MRS & T



ZESITHAIM?

H ST 2 Tk CD38 5 DI E kI, PBC & 1XE72 0 | PRI D /N EERIBE JE
FICI35E EAAEE T, € L AMIRE & FREI OB AFET 2 interface hepatitis @
EALIC O E AMEDOBEITHET 2 (K 10) ZEnbind,

10.  HOEMIFRIZEBT 5 CD38 it O E M O A RN RTE, /NERMARE 2 B
RHICRd, CD38 Btk DI BRI/ NEER AR AE TR B 1358 E R w37, MRHEEICIER L7z
FORIR & . AFEEIR OB R IZ/EE T 5 interface hepatitis DEPALIZEZEIZE L TW\5 2
EMbns,

10

S BT, IR PEIRAE R TlE, FREBICRHEMRITR TH D & b, NERIEE
O FEFIZEET B[RO PR O JEWRMEL (onion skin-like fibrosis) OJEPFHIZ, fERIC
CD38 WD E MR T 2% (X 11) #5805, AFTHIZPBC TRO b5 HE k
B BLJEIBEE N IZ CD38 MMl iE 3 24 L1385 2 L6 PSCIZBITAHZ 9L
7= CD38 [HIE e M D % | satellite-like arrangement & 4 17 7=,

11, JRIEPERLIEIRE RICH T 5 CD38 Bt E fMin o JifE, BRHITR T, /INEER
RBAE D J& P IR [FLC PR O W EkEE. (onion skin-like fibrosis) Z#2H 5, % OJE B % B



D PHTeARIC, CD38 itk DR E Ml E R L CIRIMT 282580 5, APTL% satellite-like
arrangement & 41772,

b Z &v5 PBCHTFIZIU T CNSDC %7~ 9 /N EEf] ey s LI RREBEARAE A I K9 50%
DO CTHBLT % CD38 5 E Mo coronal arrangement (% PBC DA (2 51 % i
D TRRMRFTRTHD LWV A D,

CD38 B A ARSI T 5 72 DIE i 7/ e 7 ) VEEAENGEH S 5139 C
b5, £lo, ®ETaT Y VEAPTEH SN E, EAEISNDRE v T ) U3 IgG T
BHDDONBHDHNTIgA R IgM Th D DM L 225, Zha 5 BRY T, IgG, IgA, IgM
EREAOICRET 2E 7 7 a—F AGUEE AW T, FRICRERR S MRF 21T > Th 5

(B 12) &. CNSDC %/~ A A PHIZIRIE 9 % coronal arrangement /<3 MR
IgG MEREED D P EEICGMERIN AR —F, IgA 3R BHETH -7, 61T, IgM T
G Ch 5Tz, LeRo T, OO EMIIZIE LT IgM, R\W\WT IgG #FEAE LT
WL EBRHLNTH D,

12.  PBC T, CNSDC % /=9 [@EEHE JEFHIZ 35 T coronal arrangement %7~
CD38 Bhtefifiix, =& LT IgM ZPEAT D, IgG 1T & PEEIZPFEA SN TN D3,
IgA 1338 Hv7a\,



E 51T, CD38 Bt EMIANERE IgM ZEA L TWAENE I hERET 572012
CD38 & IgM O “HYta A FERHURIE TITo7c &L 2 A, B TRINS CD38 thfin o
) 70%75, ZRETRT IgM BtEa R Lz (¥ 13) Z &b, OSROBRH TR bz
CD38 Bt MR 2N E i T 5 Z & . @coronal arrangement % 7159~ CD38 [t D& #l
JamFEE LTIgM 2 AT 52 8. BHLMNERoT,

13. PBCJ/if T,CNSDC % /<7 [@iE i & A 12 331 T coronal arrangement % 7~ 9- CD38
BAIERMAD & IgM ORERTURIEZ Ve S Y, F Crd CD38 Bithiin k) 70%
2, WETRT IgM BtEE R7,
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PBC D) 50%(Z58 b5, CNSDC Z 79 /NERARAE 72\ LISF#EERRE JE P> CD38
B E MR & 72 5 coronal arrangement DA M L | FRRMA A 72 EDOKFE/NT A —
F—L OB ERF LR, K 14 ITRFT X512, LI har P 7 M2 Hilk

(antimitochondrial M2 antibodies, AMA-M2) O#HiRAMM (£ T v 7 R) CABEDOELEF
> TIEDOMHBEAZR LT,

14. CD38 [t EMind CAlcoronal arrangement) DAL  HiI h=ar U T M2
PUROPUAM (f 7 v 7 X)) L O, CA BBMEREIT CA FEMREIZ T M2 JUiRMM A
BElZEEL R LT,

gg

I—FU.UEB _|
titier

(indhas) Student ¢ test

AMA e -

158 1 l
i .

116.1
108 [ ] L
73.6
s 1 . 8
0 . »
CA(-) CA+)

LAEDFERINOIRD L9722 L35 2%, OPBC 2T, CNSDC % /=9 /) EEfH] 72
W U RRBERR AR JE P O ARG E R SLEIEE 12 CD38 Witk D I E Ml A3 #9214 (coronal
arrangement) % 50% OFINZFEH H, @CD38 B EE ML O RIBRML CTH 5 CD20 B
PEO L Z: 5N R B MK ZPIREIZ I W TIRRF R 2 3 29 2 & v, CD20
Bok B M~ 5 CD38 Mt Bl (BUAPEAZIT ) 707 = v v a FUflIE) ~ & Rl
THWRIZIHNT, B M@ g A~ EBE L, A ILEEEE T ICEET 5, @coronal
arrangement % ~9 CD38 G EMAdIZ L LT IgM 4 L, IgG /0 &0 6 &
ZPEAT 508, IgA IZPEAE L7y, @PBC LS DOITEHE TIX 2 OFRZRIEE bR E T
~0 CD38 IRl DEFEE & 58D RN D, AFTRIX PBC IZRBWTHMAITH Y,
PBC I251F % CNSDC ONLIZIRL oo TV D ATREM D & 5



S ORFREEILX, ORI CR® bz CD38 BYERE M EAET DHA, &L

T IgM FURA, PBC IZB W CTHRIEAMICIR® 11551 PDC-E2 complex (Zxf3 D HLiK (HL

PUR) THL0E 57, Qo OIEMAEAET 5D CNSDC ORI &
DEIHITEHb->TWDH)N, Thd,

FH ST CNSDC JH PRI B 2R L2 Mia L B CPUROFRRIZE S LT\ 2 AlhE
PEAEFERT O L T\ D,

X 512 PBC O#EfTIZE D 5 IL-12/Thl & IL-23/Th17 OFEZEME, & Vbl PBC 23T
T AN T, BERERMEICEST 2R »/88KkA Th1 225 Th17 ~& 7 F LT
TEWNREDERIZE S THETHY, ZOZENEEDOL—F v 0D 92 L2,
RIS T AR T D AL IR & & To B (R & BT T2 S LR R AR 0> © Sl B & 2
Lipol,

4. FET N3 — AERERPERT R DRERESE /2 © ONT ATRERRET .

1980 #(Z Mayo Clinic ® Ludwig 78, FEEIEE A DILD, T /b3 —/ /LT & 8K
oM R 2R R E 20 JEFI#E 0L, FET Va3 — LIEIRIYERTK (non-alcoholic
steatohepatitis: NASH) L4 f11F 7, IO LNENZEB T H2RBAETFOMKLZ: Sk v,
WG, SIE, @IFIE, HEREREDN D0, HDVETXTERFRFIZAT S, Wb
DD ALZRY IV FEGERESTIE L, IFIEIC I T S RIEGEE ORI E S 2 5T L a—u
PERRRAPERFE . (non-alocholic fatty liver disease: NAFLD) 23EAIL. Z D) 10%I2
7eb LS NASH &, BAARGE CTIFREZA, Tl Ic £ CHERT DREL LTHER %
WODEDIZ72>TnD,

NASH D JgIEgERT .o #RIH] 1112 % [ 15 127, FHEMmEE & IR L, FiTsiib)s
EHT, ABIO LD ITHEERICETERL TV « FREICIT A I X DM <
BRI 72 Kb & . B/ NEMEORSETE R 2 R L 35, FFO@RIE, ARO[ R O
Th HMABEMITMA T, HEM, BREMREDZEREMMPRML L, T o MRk
FRR R L CTHAL D,

15. FET v a— UPERENITERF S (NASH) OIENESE. a. IFAES . s L.,
2R T N EE O REITE R 2 38 5, F7o, BT 2RI ENLo, b, FFAZED
PTG, PR, BREH. TFASKO@FH T b 2 IR O XKIB{EANRE L TR bivd,

BaIEs i3t 2 e L ¢, ABRFTH D, ¢ HAEEOPE, FAEIER L, Fidh
FERBESL LT D, IFREICITH/NEMOREITER 2R 2, d. HAEEOEHE. KA
. BEAREATE, AR O AR A8 O #i/ N EME O KIRAL ST A BERIBRE I CH 0 | Bl



BRAEEZ LT, AR ERZ 2L TV,

X 15¢

X 15b

FFAERRAT R (B 16) CIEHE(L 2T LT AINEREITEER STV D0, b L <ITEsy
A B/ NEEME DOFERITE R 2580 5, TFRBEITIXK/IN DRI © 72 D BRI M % = BT
DL, ZORETEEL WL TS, PIIREICITEREREZ Tl & U RIEMEMIgRTE 2
HILH | FTIC & - Tl interface hepatitis Z 588 %, JFEE O AFHIILIZ 13 E A L (ballooning)
NENS, B E L7~ 2 U —fK (Mallory-Denk bodies) #i8% %, NASH
IR W TRRIS L OB IR 2 RIEMEMIR L —MIC BRI Thd 523, NASH

CRERE R RN & S D ARET L 3 — UPERTE TIRAT B NI I T ER DI 2 38 0
52 NS PRI K DI FREREOFENMEESND 102 Ehb, ZORM
NASH & ORISR L 725,

NASH 25\ Tid, NAFLD 75 OHERIZ X 8% ORIEDIED, CHRUBMERFRITR 3
DA F—T7 20 ARKRRICHIET D6 100, B CREMITR & OB ST AT



AR Z B LT Fl 2 19 L Tk Y, NASH OREAZZ LT L0, 2k 210472 -
THEIT & LEDbN S,

X 16. NASH OFHIFKATR, a. #rifEGE CIIPMIRROMMEHLIC L 0 /N EREIRSEE S h
TWD, FERYEIEA, x10, b. HE QAR TIIR/NONENIT A & 72 D IRV =
Th D0, BHEMITEE L TS, HE FEEAR, x10, ¢ EKZ BT CBEZET S
& BRHEPERREE NI 1T HAZ R & 0 & 9 2 RIEVEMII IR M 258 60 2 M L3RR AR |2
{t. (ballooning) L. b L7z AT BEMEDE AMAZ R 5, HE JEfEAR, x25,
d. SHITHERE BT TRIET L &, IFRNICED b D aHBEOEI AR (BRHD) 1T~
0l —{KThoHZ LMD, HE LA, x50,

X 16a X 16¢

X 16b X 16d

5. Bbhic

Lt UAVAPEEBMERFRBICHT S DAA 72 8 &AW H T A LV ABEOHERIZ LV |
ORE TR ZWIFRBTH o727 A WV AMEBMEFEEBITRD L T 2 EnTRENS
D3, BATE DKL B2 K D NAFLD O LV | 20K 10%I24+ 5415 NASH 72 &
B O, TR OFADHMAER S D, 5% DS 672 2 PR D3 EIZ X
V. 29 LIERBICKHT 2HERRBFIENBEE SN D T L 2R LTV,
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