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A case of liver failure with autoimmune hepatitis
and primary sclerosing cholangitis
Yoko MIDORIKAWA, Hirohito NARUSE, Norihiko SHIMOYAMA, Kazuhiro KUDOH
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I. BBFREAS LVREMR

[ BI] 60mft ik
[£ &F] %2, BoRK #HE
(BRRRE]

XAEY H, Ze#, BERK, #HZ EFRICMmE X D
Iro BRIMKAR 12T WBC 29800, CRP 20.44 & i\ 455
FUtd v, BEER CT B b T MG A ~ 2K s | 2 TR i
BRI, KGROBMTEA AR o720 X —
2 AERIIC M A 1G4 B il % 3800, JFAEMIGITL, HER
LRI 28, BHOREMIT 2, BSSEIR - F A
BEZW S, ABEIERE, SRIZTTL F=yar 6
mg/day, VIV TFFF T T VEERTHET TH - 726
[BEFERE] BMibim (435%, FR M), MEGBEAEE AR
Wrte (560%), MEZEFMH (59M%), WIMERE, fFE R
JiE, BERRMEA LR
[REERE) $c L, #3835~ 647224, 8Kl (—),
TLLVF— (=)

[ ABeRERE]

JCS 0 1KiR 37.4C  IfE 144/79mmHg R4 108bpm
IR %L 19/min, SpO2 95% (RA)

BHSETD © IRERAS I g (+), IREBHEEEMm (—)

REES - B - ik, BRERCESE (+), BIREhE B4

[ARBRRFAREFR R]

(L] ([ 2]

T-bil 3.9mg/dL  BUN 3lmg/dl  PT 15.4'sec
TP 6.4g/dL  Cr 1.2mg/dL APTT 51.0sec
Alb 1.7¢g/dL Ca 7.8mg/dL  Fib 373 mg/dL
ALP 114410/L  CPK 2210/L INR 1.32

AST 71IU/L  CRP 20.44mg/dL D-dimer 9.4ug/mL
ALT 95 IU/L

LDH 2110/L [CBC] LU~ =74 —]

y-GT 77I0/L WBC 29800 /uL CK-MB 10.8U/L
AMY 18IU/L  RBC 317x10*/ul. BNP 68.7 pg/mL
Na 137mEq/L  Hb 7.9g/dL G 0.05ng/mL
K 4.0mEq/L Plt 46.7x10*/uL  AZ7BEY  105.9ng/mL
Cl 107 mEq/L

(ONGEETENES )
JEER Xp © W& T AW, R, NG A B

R CT - Wl E K (+), MBS 2%
=M (—), SMA BIfE, BREFICEK (+), &Kk
(2B 7 0 % 3R, KR O
T a—  HAEWHOOBEARTS, 1Bk, TN
JRER R (+), 79 ABIEALE (+)
QNS
Day 1

FRIMAS $ T WBC 29800/uL, CRP 20.44mg/dL & i#
WIAEBUG M O 2 CT C RIS A0 ~ 4 KM |2 i
RO, KR EZWL. K&K Ltk E, #Hiko
b, BUAR (F IR/ VIR TF Y, ) FTA
V) BB, PSL 6 mg (ZEHELC THERSE
Day 2

BEARRIEIZPE D Hb KT ISR L, RCC 2U #iifilo
Day 3

Bil 6.0mg/dL 12 EH L, WHEEANHE, & CT i
1To BHWNRSE TR R~ & v F, ~ EATH
B3 12 e TR BE BRI & O BB Rk o0 — 2 — MR R 1 57
%0, BROF R, #% CT TIEEE R~ FATR
2R NED % A5, WEATHEM ~ S IRKE I (L SeE T
8?)0 f:o
Day 4
HIHICTIM600g (BEMsl) & 0, ME - Hb KT b
A BN, Zukli - RCC6U, FFP6U M. FHBY
(LA ISR & SR RUEAT, KBS IS %E DL 2 RG24 3R
D HIT, Nk AR XY EAIIEIEEE A 5 ) 5T
MIERO SN otz EHEAENRIETD, Hil%x
B0 720 NEHIASEE D 72 AYE B IRRERE < /N
PRSI IEA T3, B - SIS TR
Day 5
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TAEE A BB 2 S B cE L, M=%
1400g BRIE & 72 o 720 WLy ¥ F 2775 7 1 FidT, [IEGH
T~ KIm OEBAL 2 & BIIREH MASEE DI, RN B
IRZERAT (TAE) HaATHKHE. [0 1 By IR 00 B R ke o
—i0 A A L kil
Day 6

TAE fif7f%, Tiidsd s b Ho T4 KM, 4
J12 Hb10.2—8. 3 L L F 2 F2%, RCC4U, FFP4U B /llo
Day 7

SERTICERINAER T IM700g FEd D, MEMT, Hb KT %
FRS, TR & W S A, B K% OY RCCAU, FEPAU i
mL, byt a L b, BE RIS Rl %
WifTo MHALZRYIEEF
Day 8

Mtz L T w7228, FEE I L E2aNEE-TT,
[ BG ~ KB R % B8 L 72 5 2 i s & g™, B
MIEDATH o720 F72, BHIME ONIRE RO, Hib
Mk & #z 5z,

Day 9~10

il 7 < %%, Day 10ICFFEET I, #MIAETT.
Day 11~30

MLy rEGICED) FIMALN VL) IR b,
Day 14£5F 1, Day 18EFHFMH % O TILEED &7
W EpS, FROGERLG 2 H A HEIL I NFEE
Day 31~60

Day 317 5 P2 12x L C PSL 30mg/H CTA 70 A
R 79V ARG, PRAF G SE 9 5 O B UL 72
<, #EMEST LA EE L,

Day 63~64

23 ¢ 35N IR TEE R, BRAEFEE AT S /2SR 24
<, FEEIEM L T2 S CERRAEEERT, 0:525ET
(ERPREZIT]

#1. HOREEFE

# 2. FEESMEMALIEREE &
# 3. IgG4BEREAL LRSS 7%
#4. FFZE

# 5. (A HMm

I. REBEINICKYBESHICLEVE

o JHALE WML B CRBEMREEDERIIH 57201 T
72 DTH IO

o SEIRDFHZE DIRFEIL E DORETH - 722

o ALMEARA KD INIL 1gG4 7>, EISED

(2016)
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. WREFERIFIR

(PORRFR R]

FRl15lem, AHES5].1kg. &L HIEFN, A1) v 3
Hif 97, FEBEE IR, SRR A R,
R, EEIEED D .

BEERCIBE CTHERBAMG . RIS < RIEEAE S
Thbo EKDE, MK, GIEE, Bl IZHEARE,

L 405g THEE 7 Lo

JEfili 365g. Aifili 445g. 9 o MAKMEDHT Lo

JTie 1085g, 20x15.5X 7cmo K5 22\ o EIILAR
ot - cHtoRS R TH L (K1), FA
JHIT 9 oA RO Hivsze Bl 175g. 1 EE O E O
Ho Bl 145g TH O RER IR S Mot EE
i 175g0 A7 NE 180ge FRMIEM A D b FERLIK T EAE
BHALIE L E 2 b7z, EEFELER L. BT X
RIS SNz AN, KEIICRIE AR & h,
FRIZRIEECH o 720 BB TEEPRICHIIMA R S5
720

TR I @B & & 2 67z,

[REE ARSI 2R RAREO M)

JE #HAEAE + P 9 o 5 + 12 P 25

A2

D o MUK HE + AUl

. AR FR IR AR AE

. RTEER AR + 1 5 P L i+ A LA IR 1
. W

. BB LA

. B TEHEIRS R

[EEMEBATR 6 &L UHEE]

WEA L o251, AT, BivE A3 B CRIRIEIE DTS 5
L, BUEFROFIRTH 5, FHNET S o6, BE Ok
RO FEHTHABE 2 S EBMEELNXVETRONS,
JFPIIRAE O 15 T8 1 A 2 . IRl & T2
WS N T 5, IBEEFEOEZIRGHEIIBESIND
(K 2)o /NEMILE OPAZEIZ X AR Lo REED B 5
WEZRD DL (X3)o MR D J M B2 B 1B FE o
R TIE A3/F2L E 2 5, TgGARGTEMIZIZ A 5
N,

PR ARAE T B OB, BEOANEME A R EEE O
) UNERIZE RO B o IgGA B ERTRTIE A S L v,

P25 &8 o FFAIaEst % 520, L #iFEE & 9
bo BUERFRE LTHITIED R VITRTH D, AR E
2RI L TUE, FFlE CHEAE R BH O £ AURRHE L, /NEERIIE
BOMEIZ L M COMREEOD HHENAHND 2
&, PR ORI s S I3RS ERA LIRS 2 (DL

S U1 W DN
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1 JiFHE ; FFREZE 1085g

X2 JHERB  RAREHE L

TPSC) %z b b, HIMEEOINIKTIZE CRERE
F% (LT AIH) &S 2 AFTRIEHR SRS, AR
PP, ERTIIE— R I — VEE LRI
TBY, AIHAF —N—=F v 7L TCWzmRES L &
T& %V, ROLHEHFESLDOFE KL, PSCIZ&L 5H
o) ohE—ICBEb b, IgGAR B R, JFISTEH
HAEFRZE (DT PBC) 2/RIBd AFFRIGHEREC & %
nolz,

Jifitd 9 o Ifi7KIE & L CRIED 2\ e N 32U
DOFTRS 57z,

JEME TP ERIZE D Ao, BEN DL, IR
LI L THED R VETRTH 5,

i » o
3 JHEWMZLZ 4L chronic non suppureative
destructive cholangitis

V. BRERERHSICHE T IHBRAETOXED

o IgGAREREEMBEER TIEE P 212D D,

LY OFFERAT L Tl IgGA B EMg T A b N v &
ENTV505, FHEHREL TAL L IgGAR MR
BHCEPLHERLNTEY, Fo7hnEnib
FTldZ v, 02 k5 autoimmune cholangitis
DEHRLEATVDLLEEZ LMD,

o WNYIBRE K o F/NBICDWTIEE S B,

W L7z2/NiconCid, FRWICHFhERR O ~
INEROZ % RO, TgGABTEREMIE S £ 0o 720
F7:, CD8BIEMIE L £ < Bd S sze YL EDFHT A
LHOREM MG REEZ HND,
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V. EFIDEEDEEER

AGEBNE PSC, AIH, PBC & L TAF 14 N
KRB %% 560E, Iz kL, BIRZERM K 09 R
B/ NG0B C CUki, 2O ARRRE X V) 72T 7z
BEEOFEEICNTLHBEDIZOATOA K280 A5
A1) b, BEMLRHFAETEL o7 16ITH
%o

PBC i, HAELBED IS 50 FRESMIZIZ
IR LR AREEEE 22 Cd Y, IHEREEIC X B E
I oIV IFE B OB &L A L S, o
HOmEREO SIS SL W,

ATH & 4 DL O 2RI 56§ 2 R IR B o i 58 2
Thbo VPR, PUFEHIUEZ &0 B Ok,
1M IgG @ % BSFEIE) . L RRITREAT O A
F G5BT 50 T2V BBITIREIEREATOA N
PP 2 7R, BN e R IS A 29
%o MINRIBLO RIEDTEHE DA IINBERE b 2 &
M 505, HEHRIMHTH %,

ToGA4 BEpBUE, 17 oG4 Bl & Mk b~ 1gG4 By
MR EMOZE 2 i e T2 RETH L, 2HFOH 5
W BIEEH IS 2 W REMED S V), ERRIGITIERICE R
Thbo

PSC IZFF AL O IEE D M 72 % £ U 2 EATH O

ERE  H40% 517 (2016)

p={i}

BMERIERE TH Do B Y, AIDS OB RS, JHHE
DOFARIME, MIHER O, SRR ERE S H O RE
PERESRIZHE D & D % & T IgG4 BE H A AL 1 R4S %5 1%
PSC L WAt s T,

ARIEBNIABE BRI X 2 HE3 9 - 5 R O 1gG Bl &
DPEIUED RO SN TWE Z &, RHITER,»S5HZ0
MAFOREOFEAPEOLENTEY, PSC & AIH®
F—=N—F v TIHEMERETH - 72D Vv PSC I
DT TgG4 B AL IR % % BRAL L 72 L CRelir &
B A, KB R Tl IgGA R I I B 12 v T A
BV LBEOLENTEY, IgGABERELIEIRE %
EPSCHPHAF LIRETH o712 EZ HILb,

KIGRIZE ) ABE & 7 o 7278, MM & JFEE D
AT D ABERICEZD HNTWE &, Wk L 72/
TR CH HORERO/ NG RO REE D SIS 2 &
M OHILEEERO B CRIERRETH 5720 /INEREL
HRIS, ITFEEEMEICH L CAT U A F2OV AHE% i
T35 0B RCBEBLTEBY, F—=1N—=F v T
B R AL 2R B S AR ©H 5 W RE
HbHEZENL,

H OO0 ER B I T 2 REIE A T 0 A FIZ X 5%
WEARTHY), 2704 RIS LRIt E R L
BEICETFRARTH L 2 EDm L, SHRORER &
OF 72 R IIRE O IR S L B 6



