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#1 Wil — X Ok

0S PBC D
NE (%) 218 (36.3) 383 (63.7)
M (F%)  (F/W) 85.3 (186/32) 84.3 (319/62)
i 59.6+13. 1 60.0+12. 1
TB (g/dL) 1.4%2.1 0.8+0.7 0. 0001
AST (1) 102.6+123.0 46. 4+24. 4 <0.0001
ALT (TU) 119.0190. 9 47.5428.2 <0. 0001
ALP (U/L) 752.8+709. 6 593. 1+459. 3 0. 0003
Tcho (mg/dL) 213.97+95. 1 209. 6+48.3
Alb (g/dL) 3.940.6 4.1+0.5 <0.0001
ygl (g/dL) 2.7%0.9 1.5+0.3 <0.0001
IeM (mg/dl) 428.1+366. 4 314.9+215.0 0. 0001
PT-INR 1.03£0. 12 1.00£0. 13 0. 0004
PLT (x10*/mL) 20.7+7.9 22.3+7.0 0. 0064

AMA-M2 (%) (F5/1EE)

ANA (%) (B /%)

76.5 (143/44)
71.1 (143/58)

77.3 (256/75)

68.2 (251/117)

0S: A =37 » 7, PBC:JFSEMEARTHPEEAE %, AMA:HLII b= U 7HUK

F2  BWIRHERO LK
0S PBC p
N 218 383
Fo5 357 (%) CRE e/ BESE ) 27.5 (58/153) 17.7 (66/308) 0. 0052
FEPE (%) (f/48) 11.6 (25/191) 11.9 (45/333)
P (%) (F7 /2E) 12.6 (27/188) 2.4 (9/369) <0. 0001
JEK () (£ /1) 5.1 (11/204) 2.4 (9/368)
I (%) (O /45) 3.4 (7/201) 2.7 (10/366)
JTPERAAE (o) (7 /2EE) 0.9 (2/213) 0.0 (0/378)
AR . (%) (7 /4E) 0.5 (1/214) 0.5 (2/376)
BRI (o) (F /1) 9.5 (20/191) 3.5 (13/361) 0. 0025

HCC (%) (/%)

0.9 (2/213)

1.3 (5/371)

0S:A—,3F w7, PBC: JEIEMEARVMERER 4%, HCC: ATFHIRaE
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#3  IRROLR

0S PBC D
N 218 383
UVYTAX A=A (%) ) 91.3 (199) 91.1 (349)
z2)L ke F 2 (n) 0 3
R_Y7 47—k %) (n) 19.2 (42) 20.4 (78)
T R=vurmr %) (n) 12.4 (27) 5.7 (22) 0. 0042
Sy Al (%) (n) 0.03 (7) 0.003 (1) 0. 0028

THFATY 5 1

v maARY 1 0

A N BFLFH—h 1 0
#4 PSLIRROFETOHE (W)

PSL A Y PSL 4 L p

NE (%) 27 (12.4) 191 (87.6)
P (F%)  (F/M) 92.6 (25/2) 84.3 (161/30)
i 55.7+16.2 60.2+12.5
TB (g/dL) 2.5+2.5 1.2+2.0 <0. 0001
AST (TU) 207.9+213.6 87.7+96. 2 0. 0025
ALT (IU) 220. 6+261. 8 104.6+174.9 0. 0037
ALP (U/L) 930.9+1351. 4 727.3+563. 1
Alb (g/dL) 3.6+0.6 3.940.6 0. 0006
ygl (g/dL) 2.7+0.8 2.7+0.9
PT-INR 1.08+0. 14 1.02+0. 11 0. 0635
PLT (x10*/mL) 22.1+10.3 20.5+7.5
AMA-M2 (%) (F /1) 60.0 (15/10) 79.0 (128/34) 0. 037
Jpi ) (%) CiEfe/ JEE %) 48.2 (13/14) 24.5 (45/139) 0.01
RREE (%) (5 /4%) 22.2 (6/21) 10.1 (19/170) 0. 0645
wyE (%) (/1) 40.7 (11/16) 8.5 (16/172) <0. 0001
HEK (%) (F/4E) 18.5 (5/22) 3.2 (6/182) 0. 0007
FIE R (6) (F /1) 7.4 (2/25) 9.8 (18/166)
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1 0S T3\ % PSL{RHE O A T OIRFEHIE
(mg/dl) 1B (U ALT (g/dL)
3 % 300 4
¥ 34
2 \* 200 38
_*i_.—-—-* % 3.7
1 100 :
36
0 0 35
B i Bl ik
(%) HiER (%) #HiE (%)
&0 50 20
E * %k
40 0 18
a0
" 10
30 I 20
II IIII 10 % % 5
. 0 H H= 0
# i # i
g PSLEY MBEPSLEL

#4 P=0,01

Alb * P<0.05

L

i 7.

L

L

) &

PSLIBWEIC L0 F—& JERE bEGE LT, 0S:F—"—F w7 PSL: 7L K=Y nm
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

JRFEMERRIMERB AR 2 D RRAR AU B ¥ 5 RIRRE

e wogitE<]

IR OBOE MSZATEOE NENLRBER AR R R 2 —

WERMITE 2 — /TR EEAVER BFSE R

PBC O RARA A B 52023 % BB TIRFEMEE AR 5% (PBO) &[ERRAZFIA L. BE
HUEAR & R ls & ORI, 72 b ONTHEFESE & 3E 2 D72 W IERENT 5 - iR PR E T
JiEE L2l Siiz PBC BB G O FERRAFIA Uiz, millis PBC B TId, EEMM 2 5 Tk
RS U 72 FIREE TCEEE OHEIT D 72 B, 1) il 7 22A 72 FAIREE T HESE oD 1 e
DAL, 62T 2)PBCITH T DI 5 - WRIFIIRIE TCEREFNIZ X, FEAFEEZENE, O
TITTFERE SN BRE T D porto—sinusoidal vascular disorder 23& £45 AlHE

PED R S LTz,
e [FBFTEH RIFERE 2 —, B L OFE
B T (BEEERKRT) AR BV TR R R ~HGEE.

H & (HRCR)
smbAAr (RigERE -4 —)

A, WFEREY

JRFEMEABI-PERRAE 28 (PBC) &, H4RELLRE
DLNETIFHE T DREFEIE & R AR L T
LN 5 S EERETH 208, WERE
O FICEE B IR, MK CRRRR 7R
PARRIE JLEESE (clinically significant
portal hypertension: CSPH) 23479 A JE
BIREDAFAES D0 AWFFEIT PBC 2EFHE %
FIFI L. 1) PBC O & BEUE R A4
WRIIRET 2 L DOIGRERGEEL . S HIZ
2) FEPEIE & BIH 2 E D WIERRY 5 - Y
CSPH & L T2 S #17= PBC BEBR D FEREE
T 2 b D TH D,

B. #FET5ik
AN E DR A E AL LT,
AR/ BEEERRFZRELVT A NY),
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- AREET-OLIZ, EEIToT2,

1) JEAEE EIRIEOR - IREREIZE
T HIRAMISCHE PBC EFHA 14 [0 W
H: 200543 4—2009 4£ 9 H) (N=644)
15 [A] ([A: 2008 4= 3 H—2012 49 A)
(N=1111). 16 8] (J&: 2011 4£ 9 H—2016 4F
3HA) (N=1247) 7 —H2_X—2X%FH L T,
LW ERR (Pruritus: P), EEJE (T-Bil
2mg/d1<) (Jaundice: J). £ H g

(Varix: V). JE8/K (Ascites: A) &fFD#HE
B EEEE (0lder: ZWHE 70 55<) &
JeEn A (Non—older: 70 5%>) M CHu#g
L7=(x 2 RAE).

2) LFLE 16 [ RERE T —F X— 2 &
AL, PO, J OIZbrrbod, vV (4
& L CHIEIE SR S iz FERT 5 -8 CSPH
JEFI 2 U, 2 OGRS 2 f#T Lz,

(B ~ D ELE)

WTILDOBFE S Mk PR R B X DA
K OHERE/{F TN D,



C. WFERER

1) 14l | 515|516 EFHAICE
T oR2MRE P, T, V. ADBPHEEIR. £
NENP (19.9 %, 19.4%. 14.9%). J
(4.4%. 5.1%. 6.3%). V (5.8%.
7.9%. 6.7%). A (2.1%. 3.0%. 4.0%)
Thol, PBLOJIZFERMXIM (0lder
vs Non-older) CEHEPHEE IZHEIAZZFR
o t=hn (P 514\, 24.0% vs

18. 9%, p=0.213 ; %5 15 [\], 17.9% vs

19. 8%, p=0.532 ; %5 16 [8], 13.0% vs

15. 6%, p=0.266)  (J: &5 14 [A], 2.5% vs
4. 9%, p=0.246 ; %5 15[A], 2.3% vs 5. 8%,
p=0.031 ; %5 16 [Al, 7.0% vs 6. 1%,
p=0.189), VB XA XEMEFICBIT A
OHEENEME CH 7= (Vi 514 [\, 9. 4%
vs 4.9%. p=0.062 ; &5 15 [A], 14.6% vs

6. 2%, p<<0.0009 ; %5 16 A, 9.8% vs
5.7%, p=0.012) (A: %514 [A], 5.0% vs
2.0%, p=0.01; %5 15[\, 5.9% vs 2.3%. p
<0.0009 ; %5 16 [H], 9.3% vs 2.3%, p<
0. 0009)

2) iz WrasgkiRg J (=) /V(+) (N=55) ITEE~

J () /V () FEFT(N=29) T, P A 0FRIXEMET
Ho>7-(10.9 % vs 51.7 %, p<0.0004),

P (=) /T () /V(+)ER] GEREYT © - #5784 CSPH,
N=49) @ ALP (JFCC) 33 & OV M R 0> H Jfif
[25%-75% #iPH]1X, 591 U/L [303-880],
12.0x10*/ 1 L[7.9-15. 4 x10*/ L] T&H -
7. Baveno VII (de Franchis R et al.]J
Hepatol 2022) TH&ME 4172 CSPH 2k AL e
D—>TdH 5 I/ 5. 0x10*/ u L 237
SARVMEB 13 1 (26.5 %) TH V. FFARR
DIEAT S AV72 16 BilH 62,5 %IE Scheuer T-
ITHICHE->TEY, IVHIX3HIOARATH

277,

~—

D. &%
1) m=is PBC ABE Tl BEEI 2 & e

52

SRR AR L 72 PR T CEEE O T, 36
F OB (A A 72 PR R TOHE S oD 1 2 203
AU 5 AlREMEDS R S AT,

2)PBC (2351 2 FEREIT 5 - i CSPH JiE ]
\Z1%. non—cirrhotic PH. & HIZIZUT4E
XN IEERECH D porto-sinusoidal
vascular disorder 235 F L5 A[REME N IRIZ
Sy W

E. fm

it PBC FBF 12451 2 W PRI PR IE TUHESE
DEERET. B L OVRREERICET 5B
VAL PLETH H, S HITIE PBC DERKIZ
BOWTH, FFEER X O/ Mk X 596
BEHY) PH 22 MR ORI & FESZS MBI Th B,

F. #Fge3EE

L. FmlCIEE

7L
2. FERK

INERBE., $TIIA A, BERE T JEFEMERRT
PERHE R EEFAE BT 5. FEREH 5 - Y
AR TCHESE e THRUE THE B D SEHE 5 44 [BIH
KIFgE 7 /HEHs e EEE ¥ —
2022/11/25

INRBOE, $TINAR, BEIR 951 USMEAR
THEREE 2% (PBC) D EMR T4 iin & BRI 3 25 7>
? PBC 2[EFHA 14-16 B A 5 il BE OFF
# % 58 |l ATk /v 7 1 g
et v 2 — 2022/6/2

G. FNHEEMED HIFE - B SRR
1. FraFius
2L
2. FERBTRB G
2L
3. & Dl
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

ALBI 7' L — R OJR3EMEIEH MHEREE R DO F % FRIDOAF Az oW T

W E MR R EINRPEERNE S =

HDHITEEHLNIT LT,

MRS : 77 -V ey (ALBI) 7' L— RIIAFPiHRE 2 HEMI 4 5 5 & L THW
HILTWD, AIFZE CTIXLEFE D PBC BF 12kt U TALBI 7' L— RZHIE L7-, ALBI 7
L— RIS AT =D LA BEICHBZ R L, 25T, IFREEET 2 Tl 5K+ T

E[E

W & (MR
B F (BEMEERKT)
IR EOE (ERNDRPis R ER o ¥
—)
B B (FFRKT)

A. WHEER

R PEREYTPEREAE 28 (PBC) 1. WK, W
HEIZ B A I T B E S 5 8 kit
ITHEDIR O o WHEFEE CH D, UL Y
TAF v a—/LER (UDCA) 25—y KT
B K TO%RDAERF] T UDCA JEHEHZRTN
L. RMIP#IIRGTHD, LrL, HiR
G, B D WIXIREMTONTHRIGRR
EFITCIE, FEENOHFARE 2L, I
B ZAThRnwERmTE v, Ko T,
W T4 2 EREC TR 5 & &R ERR
FEETHDL, TATI - U Y
(ALBI) Z'L—RIZT7T VT I U E#KRE Y
WEMEDIHNBREMARETH Y | Tl
FE O BENTIBT DT TIH6E 2 EREICREm 3
HHEE LT SNz, BIfEE Clohkx
IREETRE B OBRNER PRI SN TR
V. PBC TH %% THIT 5 ArRetEn #is
SIhTWb, AR CIHEASEE TEE
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PEORT « IEZE BB 2 RA7E) BE
PBC 3Bt & 5 e EMA O KT — 2~
Z T ALBI 2 L — R23, PBC O##R 7MY
AT —=URTFTHRTHNCAE RN E 5 ) E it
L7z,

B. WG E
1980 £E72 6 2016 4E DRI 4E 469 fakH»
BB Gk S 47 PBC O HEZ 7= L, >
DALBI 7L — PR FAIRE TH o 7= 8, 768
Bl & Tt ge & Uiz, ALBI 7' L— R & EBH
B Ee, FHRELERIET 7o BREIZ DUV TR
L. T (BT, ITBAHE, ITEEE) %
TR LAFD D E D DFEFHF RN 21T -
77
(i B~ D ECE)

5N R fi PR B 2 TR 7 (4906
)

PBC 23 B2 & % PBC 4 [E i A BE 2 o
9919 1l Ok 16 45 9 H 27 B AFCRAPE =R
RFPEFmEEAAR (BEMFT 0402-
D) IXEA SN ERTHY . BEEER
KEFEL Y IEROERMEZ T 5,

WTFNOEEBEANFRE & T E b
SNT-FEERIA T, [FFSRBEE LIANT T 7
T AT & RIS Tt & S T At & i




T2,

C. WFERER
MmO P ABI 57 ik, ZoMEIZ 86%TH Y |
FHFRF AT — (Scheuer 43%H) 1% 1
H . 35%. 2HA :23%, 3HT: 10%., 4 Hi : 3%
Toho7-o ALBI Z'L— RiZZ/L—F 1:
63% Z'L—FK 2:33%, /L —FK 3:4%T
bolz, BRI 5. 3 41, 1,227
51 (FFREEISEIS 789 f51]) 233ET- L., 113 43
DT 22217 7=, ALBI 7' L — RITH#R
AT — EARICEEL T\
(p<0.0001), ALBI Z'L— K 2 £7/21%3 T
b LI, BRCELITIFBHEO TZIZ
EICBE LTz (A= R 3,453,
p<0.0001), [FIERIZ, FFBIESE £ 72 13T AE
DTPHICAEICEEL Tz (NF—R
Bt : 4,242, p<0.0001), 5RO M AL
2T, £ ALBI 7 L— R CTHEZZRD
72 (FL—F 1:97.2% Z1L—FK 2:
82.4%, 2 L — K 3:38.8% pc<0.0001,
log-rank test), F7=[FEEIZ 5 FERFDIENF
B AEFRICOWVWT S, 42 ALBT 7' L— Rf#]
THEZEZRDE (FJL—F 1:9.1% 7
L— R 2:86.0% 27 L—NK 3:42.0%,

pc<0. 0001, log-rank test).
D. &%

BIFE, UDCA IR 3K 30%(FAE L
TERNARTODLZ ENMEIN TS Z
EMD . BWIRFIC ALBI 7' L— K 2 L EOJE
BNZ I\ TILIRIEBRLARE 2> & UDCA {2 2nd
line DI Z AT 5 L IGPRIRIN A TEPE T
ERAIGIE VAR ORI
E. f&im

A OEEFIE Z A=t L - T,
PBC Wi D ALBIL 2 L — R T1% % JF(3 14
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U THRIL 5 5 2 LRI T,

F. Wr7es#

L GO
Yamashita Y, Umemura T, Kimura T,
Joshita S, Hirohara J, Nakano T, Komori
A, Tanaka A. Prognostic utility of
albumin—bilirubin grade in Japanese
patients with primary biliary

JHEP Reports 2023; 5:
10. 1016/ j. jhepr. 2022. 100662

cholangitis.
100662. DOI:

2. FEER
Umemura T, Yamashita Y, Joshita S,
Kimura T, Hirohara J, Nakano T, Komori
A, Tanaka A. THE ALBUMIN-BILIRUBIN
(ALBI) SCORE / GRADE: ASSOCIATION OF
HISTOLOGICAL STAGE AND PROGNOSIS IN
PRIMARY BILTARY CHOLANGITIS AASLD The
Liver Meeting 2022 Washington, DC, USA
2022/11/4-8
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wroet h#E S

==
7N —

BB R FE W ER AR LR %

WFFEEEE « JFFEPERRV MR 0E (PBC) Bl EEMEAER SN CWns, F7-, 1EkIE
BRI L KN TE B PBC OEIANIEZ TS Z ERmE snD k)i Tz, K
W22 TliE, 2B OJEFIDOREIZE L T PBC 2EFAEICESWTHET Lz, BRERIC
FME PBCIEGI D LRI L, 2R |l b L TV D Z ERA LN E R 5
7= FRERITLME L R L THBIZE W L LN E ot A% b T — & OiEt
ZHED, FIRBOREA G E LT,

Sl

BE L R RIEE SRR AL LA
o Bh#

AR R AR RTFEEFERIH bR S
Wy bU— Gk KRB

\|

A. HFEERY

JRFE MY MEABAE & (primary biliary
cholangitis; PBC) IZ H & R T2 X
LB MEEITHED IRV 5 o WMERFR B T, ek
107 THEAEIZ L L | P34 ER IS 50-60 A T
b5l INTE, MIEREFIIRA T,
JHIEREER D LA & TeM D bH m I har
U T HFURG & R e U, £ 72— EBDREH]
TIPSR O LR ZE S . Wb D ATH
EDF—R—F » TREGERE L 2B S b,
PBC | EESEMNE SIEMBMEIC KB SN DA, 2
WriElZ 2% < ORERNTIEREBEMEIC B S, £
SOIEFNIZT NV TAX T a— VBRI L D
1R CRE LT A5l 5, —EBOTRRE ST
BITHRY T 77— MZLDIRES, AlH
EDF—=N—=F y TIEGEHETH AT oA N
RIRICST DG ANEEALETH D,

— 7 TR BMIERI OO AR
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HTHRIN TS (TR ORIRE?ED
RN 2) . FEIEF O mln kR PBC IEGI 44
i EAME STV 5, SEOBZET
X, 2O BRG] - EmEE G O WTRED
NFEEFRAGORS A B E L, FEERIC
EH S TWDIRFEITAEL & T4 A2 MREET
B ZHUTE D, HEROMBIN) PBC & D2
BAER O E L, EEHIK TOZBCTRHRE
WA~DT7 4 — RNy 72175 2 Lx2HIE
T2,

B. Wk

PBC 4= [E 7 A B8 &% (57 6 [a]~%5 16 [A])
CFpk 16 4F- 9 H 27 B AT B ER RS-
PR A A (BEME T 0402-1}) ZBEF
HIEMAEBEERKRFELY, BEAfbIhi
KR TRt A =T 72,

(fi BR M~ DECE)
HEBRFZEFZROR— L= L TEHT
7o A ER LT, UK 52021-0124)

C. WFgertE
RERAET — & N— A TB G S 7= 8300
BN BT 2 Wi O ERIR T — & & fif T



L7z, &6lcZdmo b, 8261 BlZRET 57
T MRNT 2 S L 7=,
OBt « MR O REIHER
WS COBMEOEIA I, 1970 4RI
1L10. 1% ThoTo b DOBRAIZEFH L,
2010 AR TIL 17. 2% E~7- (®1), £7=
W ORI X 1970 A UTITTE 49. 1 7%
T o T DBRRFERIC B L, 2010 4FRI21E
W60 15 & o7 (K2), ZAUCEL
T BN FEAERF -4 i D IR 72 HE
Bris &, 1970 FRTIEIBMETH4.6
i, ZMET48.5 sk & BIHED TN Ek T -
Toid, RAIICHE LT D722 2010
ERTIEBEMEN 61,9 5%, MEN 59. Tk &
7eo72 (K3),

X 1

2 BLLEOERAEL

50%
45%
40%
35%

1:: 10.1% 11.6% 12.3% 14.3% |
o 1970-79 1980-89 1990-99 2000-2009 2010-
Bk
L >
O F 1% PBC i 51l D FE1E

2R O LT 5052 ORI A 5 iz b
95 L, BHETITLME L TH R
a2y RYUTHIR, $i b= RU T M2 fiffk
DOREPEFRNE < (ZHEF 88.9% vs.
83.5%; p < 0.0001, 86.6% vs. 81.0%; p <
0.0001 Mann-U test) F7=HuEPUADGHME
KIMMEETH 7= (55.0% vs. 66.7%; p <
0.0001), FEAFAIRRR DT M STV DHIE
BICOMFITIX, ZWRERERSIIEE &
TEEZRBDRNST,

o PHRFROFANEL (2K

70
o0 — s30 554
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40
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10

58.3 60.1

1970-79 1980-89 1990-99 2000-2009 2010-

&,

O &t PBC i f51] D R 5t

A [EIfRET L 72 PBC SEBI AR T O FEAE i
w5 L. 49~66 5%k 4 P TdH o
Too TDZ EDD 49~66 j5% % IFFEAE MR
67 kLA B A m SRR & L Cmlin i ERE D
R Bt Lo, mlmsERe Tl 384
HRREL i L CALT A EICIKIETH ~ 7=
(56.2 + 73.2 U/L vs. 68.3 + 101.1
U/L; p < 0.0001 Mann-U test), HMLigoaRE
TR S LTI I R A R 72
MNoT-,

< 3
. PHRFROFERHEL (Bx5)

70 1

0 —5q5 LT 502 By

50 =5, 550 80 o

o 485 rym

- B 596 + 1225k
#H 56.4 = 11.7 &

2 e s
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-3 i
LY

OMERI & Tl T4 5 2 D8

Cox Heffil Y — RET /L% W= fifhT ¢
X, BT A L R LT Y A7 N
{TpgoTWiz, Fio, mEFIERE ClIsE
URTBENZT TR, HE#ELDOY A
JINENZ ERboTz (K4)



X 4

& SE BRI FEEREFIRAFE

[CoMtBINF—FEFLIZEBSERMF |  MIFAL-T—5 151 BEHTH. ALB, AST, AT, B, ALP

FHARE FRERE
-3
L
W ER 0001
AST 5;
AT 0&m
Bl 020
ALP [l
BEr BB
Eemae w6 FEsx OVAVET
P
<
D. &%

PRI 55 14 PBC JE 51 0D FLER ASHEAN L

F o2 WIREE R S b LT D 2 & 3
Bk irol, —H T, BEREETOB L
M OFEEEITFER Z L IhR X ITiE > T
D ENbhols, EIREREOZEITHE

VN, PBC BIEBRICH BB KA TN Z L
DHEZR XD, BTl iE s 00 722 R
MCIILEL L TE ha v R TH
R CHZIUA R B TH 2 TR

72] PBCIEBIM A, FeERIL M & L
WL CABICEL, 74— 3B HE
T DN B D FREVEDRH BT e o 72,

F7o. LK O EFEFIED PBC TIXTARIX
JGHENRZ LNZ ERM BTN, Al
ORFTCIXEIRRIE CTH D 2 & b IFBHEE
DU AT BEWENDN-T=, PBC IBHE~
DIENEE DRE S 5%, Bat4iBinL T
W<,

E. #iim

PBC JiEBI D ¥ 7%, i&iiin PBC DFFE A
bnd Lic, A bmEI4BIML, AWk
DR ZI B E LTS,

F.OBRERE
RE AKERRE S5 B FIEPEI

PERBAE X ORET 55 44 8] B ARRTIR T2 5D
2 JiFiE 63 & Suppl3 A705

G. M EHED HIFE « BERRI
L



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

BIBRREARAT A MERRIY DB RERFE AR E RIZRIT S
BEER LIBRDHRORR

WHEw A ST A REERE 2 —IFENE B

MRS S« PRSIV IEIRAE 28 (PBC) (3 H o MET4& (ATH) /PBC BMMER]IZ FL
LT, HEHEMERmS, TRARTHL EWE SN TND, TRUEDTDIZIIRE
ARG G HER OV BT 2179 Z L AHEETH D, PBC EFEFHEZFIME L. &I K
BATuA K (PSL) ERPIRILA & A 7o T 27 PBC (2 d6 1T 2 22 Wi a5 5e L 1B R O

MEfTS T,

S [FTFEE
IFR O BOE (RIRFER > & —)

A. WFFEE/

PBC /B % PSL e 5-4% - IR GREIC 7
. 2R A R VRN ORRE A T
9o F7o. PSLEEHIZ D 5 KT O
21T 9,

B. #FE5ik
WHIET A >« 110 S BLEEATIE (EARROR 2
N2 W ERSRAIBIFSE)

%P5 BATTEE TEREMEON - IHERE
(B8 2 FRAAFSE) BE PBC /0B TId,
1980 420~ B FRA DI BRAG S AL, AR B ERIE 5]
DOIBIR TR & 5 o 7= 42 [E B TR 3 kit
R TN TE -, 5 13, 14, 156, 16 [H4%
(A (B I P i 21. 8 22 H) 2RI H
L. PSL &G54 (n=126) . FE G4 (n=2210)
gl U TR ITHBICHIT 21T 5,
AT -

TR DREIRFT R, (s, PR, &0F
it BRAER (RREE. ME/K. BRIE. JTMEM
it HEE RS A, A A ) |

58

WA M, RS A JE SENRIEE)

@2k D T i (/]

B, PT%, TP, Alb, AST, ALT, ALP, T-Bi1, T-Chol,
y glb, TgM, ANA, AMA, ASMA)

@RI BRI DI BRI AT R,

@OIEFEHA (AT a4 RELEVH], v
VTEAFTa— g N7 4T T — ]

fit1)

OiRlFE (Rk&islF, BiRA)

FHmEE -

O FEFHHEA -

- B IC 31T B PSL X G-RE - JERERED

BE Y RO

- PSL & 5-HEIZI 1T DIRMERT - B OBEY

F O LB

OQFIKFHImE A -
RIBREAT vA RERICEH T 2K 7
DS

(fi BR M~ DECE)

NI O Tt S IR [ R o B
ZliE< . BEEE RO A A VT ERRT
LM TH DD, R ENG LEE
X OEEIC K AREX S, AFgEIC D0




TOFHRZ N (REENICHE R X UYFERE
R—L_X—T~0#) +5,

C. WFERER

PSL # 5-#EI%, FERGRRICIHL LT, Wil
O (55,2 vs 59. 3%, p<0.001) ITHE
(K<, AST(73.0 TU/L vs 44.0 TU/L, p<
0.001), ALT(77.5 IU/L vs 44.0 IU/L, p<
0.001). T-Bil1(0.9 vs 0.7 mg/dl, p<
0.001) IZTAEITHEAE, Alb(3.9 vs 4. 1g/dl,
p<0. 00 IFHEIMRMEIZ o7z, £z, BEFE
J% (33.3 vs 17.9%, p<0.001) 35 K OBAM: &
JE (2.6 vs 5.1% p<0.001), EiEEHRE
(13.5 vs 7.4%, p=0.013), FFMERIE (2.4
vs 0% p=0.012) Z ¥ DIEFIN A EIZEL Do
7eo PSLEEMICH G-I DR & LT,
(OR=0. 97, p<<0.001). AST il (OR=1. 00,
p=0.003) , D Y (0R=1.85, p<
0.006) . Alb {&fi (OR=0.60, p=0.018). A
PEEEH D (0R=2. 48, p=0.015) . FTPEMMIE
&Y (0R=5. 10, p=0.045), ALT &
(OR=0.99, p=0.036), =N/, =5
W2, PSLBEGREIZHBWT, BRI L T
1RIE#% 1%, AST(73.0 vs 34.0 IU/L,
p<0.001), ALT(75.5 vs 22.5 IU/L,
p<0.001), T-Bil(0.9 vs 0.8 mg/dl,
p=0.017), ITHREIZIKT, K (33.3 vs
20. 6%, p=0.003) ITHEIZPD LT,

D. &%
Alalik, BT L0 BIEGIEZHE° Lk

SEATo 20, IFERZEOREREZ R LI,
PBC R[EFHAEDXER T AT 2 - THH D
iz, ZThxb iz, 4%, IHI
FEAR 2R RRET A ATV, TR PBC O R A B
ML TN,

59

E. f&im

i B 5 i CHT TR BEAR N 2 5
HE PBC FBE S, IFARAIPBC & LT PSL #¢5-
EZTTOWDHEABH LN E R 5T, F
7o, PSLEEHICE Y F - RHIRIZITSR
B SRR 7 £ A RIER O SGEE H T2
5L TuWe,

F. #fgesgsk
1. BRICHEFE
HFEF

2. FEREE
%59 [0 A AP FES e (BRETE)



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

JF RS AE AT BIBR R 0 R B B R A T B 2 BT A

UM WAE I P
Mot 8 A R

IR FE AR A - — SR e
plbe S

WHEHE mE IR R R A A A 2 BER ARl Rk
WHoEm A R Rk TR RURPE ik

e hE  Be B BIPE R R KRR A R v 4 — T LER TN R B
WHoE 1A R BRER JER B R AR N JofEEEd%

W OHEIL 58 ERERPRFREE SRS LR N R Bdz

WHEEE TR AEOHEEREIED O E S E LTHRNEEE N H Y, HEQRTEREE
HrTho, BRI A7 ZHRTHZODOERE LTROVADNTH D OEFIYIRINTH S
B, IR R ICE W T O IBEEARIET D, Lo L. SEERpHERRE 03 2 160 Al 1 30
BT 5 6 DT, AOFEO BHIgIL, REFVEREREOBKRG L5 2 &iIck, £
DIFREE I L. ARBHr-CleRiEa BRI 5 2 818h D, ANTEITRE IR AIC
Xt U THFEIBR 24TV, £ D% SBRFVEAT AR 2 S8 E L TIERI 25 5 & L7 A1 & S
RMETH D, HIERZELT, RIFVETFABEERE L L, PERARRKTFOREVETH
NEERE DI Z AT %0 AAFRREIITZERT I 2 325 L, IEEIZIIMBEIFEE DO AGEOD L,

A & E %,

S FNFTEH
IBRIE " (MR ERFHE FHEER)
ILiE# (TRERAHEESENER)

A. WFFEERY

FFNAE AIE X BRIERBCTH Y 7203 H5ElR
MEEL <, RAEMRVIETZENZN, F
To. RAET HIE RS, Fhusi < B
S, IBEEOAI2 L, BIKREIZIB W T
RERMERDH S,
RS AE S A DR 2 IFN IR i O 8 4
1. AkRET B NEYT O o TEONEE R Y A 2R
(IR PEARE J, BE EREEA S L, Al

FEJRZE Tdh 5 BilIN <2 IPNB %% Cia i &
705, WFZEHETCIE 2006 4O REWTER A O B bk

SE % 5 G N REAE S D fE R K] 1 2 fg AT
L. s FEE OBEE & P 03 A B e N
MR SR A DFERRIK - & LCTHIif L7z, &
BT, FFZEME & £F 5 IR A D6 &2 it
% & S8BT EMENTIZHIE L Tz,

F 7. FFESEEIS % U CHFYIBRT % it
1T LTIERNZ BV T, NS A JEBESED
fERgRIR 1 & BLREE T PN IS I8 56 A O fE IR IA]
T RNT U723 ik, FFPIAE G BEsE AT
& BLIREPEIF N B R AL D fEBR R 1 N 74
 HFZEHE & BilIN <° IPNB 72 & ORI ZE A
BERERATChHoTz, /=, 5HIDOR
REEF NI R AEERI D 5 B, TR
FFOIBEE T (2360 LT 272, BBk
UTEEORHE £ T L OB EZITTWD




AIREMED B D & b,

LU, SRIRRERRAE S 2k 2 TRk
BT 2T 2 O TR, ABFZED HAY
13, BB OB E A T S T b
kD EORBEMYI L. ARk
RRIEEBRT L LT D,

B. Wik
KBTI A RE (SR L CHTFOIBRAIT 2 hid T

L. PR RS 5L LITIERI TH 5,

A FEIB IR — A D A & Sk
HETH Y LT O—UGHA & “RHAEIC K
D 70%, MBIEBIRA IR L CiA s
IR L. RIESNTHEREZ b &I
T2,

o ik

xigeftiny (A AT LA A2 E R

A LSRR i E iR . HANRIE

FetRER . JRATGEE EATRE

BORWIFESRE THHAMEORT « JRIER RIS

B9~ o MAmIE) BEEEE TS fiEk) (2.

AW IO TG, RIS A IES

U CHFOIBRAT 2 fidT L, SEREPET PR

BB AEG OA R X OEFIEIZ OV T

HEEZT D,
® il

— R TITUIBRE SRR PN AR Jo D

JEGIZN D D | D OARWFFEIC SN ATHE & W

7 fEa ik U CREMZR BRI A 21T 5,

H Sz 50, FREPEAT P IS 8 A
&9 %,

A E T, BEER (FEim, ME. &
{EHh, W&4F. BEAEEE) . e oMk (2
WrA . BEARER, 208 (IE 208, LR 57
). MEAE - ok, BT ORAL, R
FERD . IPNRE G692 Fivilr L &
OHE. GIBRATORIEFZL (BilIN, IPNB) &
AL, W7 rn—7 v 7 (. €4
7). ramBlEthoRBER (B A, B

61

PRI pAs BIRNBEILE, AAamss, 18
BR (), #H) . REEATPAREYE O
Bt (GZWrH. ZEEX YT ¢, A
fr, 1RHE, T, i),
PLEIZo &, Start Point Z ATUIRRMEAT
H. End Point Zix#&fEd 0, SECH, 5
BRPEAFN AR E 34 B & L. Kaplan-Meier
1% (Log-rank test) IZTCTPHRARK R
IR T P B AE i D TR A4 2 SR 5,

(fim PR~ DB )

ARGV BE T 5 T X TOHFFEHF L, ~
N UoRES (HRERMS) BIOL TA%
X5 & T D EERMRICEE T 2 R e S
IRAFGEIZ B 2 fmBda et (2iE > CTH T
X8

Bhak s bk S NT-HEZEILZ 7 7 A4V
YL AT, HODPDDLFYER Y B
N CE N GRB G R LA BRE DMRE T D,
Fo, A a—ZICANENEZT =X
il AN A PR U SRR 2 Aot L2 3Bk
RITNTR 72N E NI BLENS, B
TR BLESFICLDEALIINA,
T 7 ANERNAT— RIZL DB b E VD
“HEHOTay 7 TEET S, b, A
FEHAO 3 ¥ a—Z IIAEER L L,
DT =2 I AT L, E7z, FERGRR
EAZEAL, FESNEA LES T
TRNEIICT D, Fy MERER SR
BE~DOHEpia L7p, 72 EOREE RS %
T,

C. MR

18 B & kg Uiz, PEBNT M 9 B, ik
9 BT, SEHEENT 55 CTh o7, NG
A3 LT T e iii=lx, YIRS 8
Bl DIREIERAS 8 i, XJak + i I B RS
LBICTHY ., 8 BINCREFENFINES T,

FFEIBREEOIFBRAT L Tk, YIBRAT DR B
A L CHAAEE 0 51, BilING {5, IPNBI 5T



Hol-, F£1o.
JIEK=2AEITIN
77

WO 7ro0—7 v 7 TIEEL VT 41
W CT N 10BIEHZEZTHY | EE~—D
— NI ERNTE D o7, FoBREDM
FRIL 6 Bi2s 6 2 H Z L1247V, 37 H & 12
MAD 2B TH T,

JFPNASE AEL KT 2 IFEIERIT A~ © B ReE
ABAEE D FZ T £ T o BRI Sl 163 2~ H
(19~616 2 H) ThoT-, ZHoOE 5
F &R oo R, BRARER 3 X OVE T
RBRZNZEN 106 Th o7, ERIER TIE
FEIR AN 5 B, FEEDS 4 I, FEIES 3 HITH
Sz, ETREBEX YT 0 TIIEE CT N T
Bl &% TH Y, MBS 2 5,
MRI/MRCP & PTCD, PET/CT 23 %#ZFh 1 44
Thole, ZWICHAHREX VT 1 &L T
HIEFC CT 25 16 #1445 (93.3%) &
[—ﬁﬁbﬁ§ o 7ILO

FLIRFPE B OTERIE, 9 B T3 i
ITE A0, AL A B, i RRIERE 2 6,
BB 1 F, RFRE 3 Th -
Tzo 1REIERIDOMAEZ WD & FIRmEE XY
T4 CORBEITRONRD T3, )
BRI e b BHIAE A2 o Tz (),
HIRICRI LT, MBI ET L, 8 FliTNHE
FENFEIR T o 7=, IR P RfEiE 11 2>

-8 o BT FL Tl
BilIN5 31, IPNB1 f5il Cd -

A (0~130 10 H) Ttz
’ 05 —1
. IFEIER
{2
0 ) xnm (MI‘I) b

Tl R

62

D. &%
FFNAS AE LS R D IFEIRR R I A LT
RIS O RF & TR AR I D\ TR
Hrlve, BREPERARE S O MTER CT 23

%ﬁmr%otoﬁﬂkmﬂgmﬁE%é
FComIfElX 163 2A L EMITH -7,

Fo. Wo T ARET L EZOTFRIIAR
Tholz, HEEITRN-T2H. IR

NEMATT 2 RIAD DM~ DIFETH Y |
FNFEGIEICRTT 2 7 e —7 v 7ICB L
TIEHE IR ZBICES, ORBIM Y
+ 1 — DO EEMED R ST,
E. #&i
FFRE A O BEL 22 G 0HE T d 2 NHE X
EHRREL TR ETLZEEH
HFNFEGIEICRTT 2 7 e —7 v 7ICB L
TITHICR L2 SEEICE X, hORYIM >
Fu—NEHETH D,

F. WFgesk

1. AR

ML

2. FEFEEKR
g, ARRSE, BRORKEIL. B8k 18 4F
%O ek 2R — NRAED D AT
%Eﬁ@%%%&&ﬁ%ﬁﬁwwﬁﬁ
FEAEORENT, 5 58 [8] H A S S

£, B, 2022 4210 H 13 H.

G. FNBIMPEHED HIFE - B g
(PEEZET,)
1. FEFEUS
PEKY®
2. ERHZE®R
PR/
3. F D
PR/

fk



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

“IREFNREREICBIT SIERES Y T 4 oY - RIIRGH

e A AR IR FE IR A - — AR e
WoEm A AR e ke Sk

WroE A mE IR IR AR R A A 2 BER Al Rk
WHoe h#F &0 MK TERSMERRRE iR

e A Be B BIPE R R KRR A R v 4 — T LER TN R B
WHE A R RS AR R AEEERR R SRR

e wogitE<]

eIl i

JER B R REEBEE AP SR s R 2%

WMREE « RN AEDOIERICE LT, TORdE. & ICERMIBEITVEEARBT
BHD, RFROBRNL, ZRMETFNREE OIRE L Y 7 1 BlomH - REIRE % T L.
TRMEFNAEARE O G 2 BAR W ARG D 2 L8 h D, )R IT 2017 FIS T oL =
B OBESEF] 354 FlD 5 B, ZIRVEFFAASAER] 171 41, JEIE FE O J5UR PR B3 Je KR

LThol,
M Tdh o7,
THIRENEETH D, TR AEICK L CHMKR BB NTRBEAEE A 5 — RN E 72 503,
NRAA5r T 2850 1 INEHNER & OO bRETTXETH 5,

TEJLIRAE & P - IR AR
LU G,

Do T, RFEIEITINAERER,. & <IZ73b—2 ERC 23
NEHIEIR I IR TE IR 1T L~ A B ORI N L OME

o3 Y D JEE P A PYL IR ITHE A PR R PIAE R DfERRIA - TH Y . 2 siTxt

S FNFTEH

IIE#E (TRERAHEESENE)

A. WFFEERY

RS AEIZBIEEETH D 20N H5ER
DNEE LN, 2SS Bl OEE L MR M T
bihv Ty, MHEFEEO _REFNE4G
JEDBEIMMNE LV, F7o, ITHFEIFIEFHY
e, & ICBEERTEIR OIS E 4 T
b, ZRMEFRRSAREDIREIZEI L T,
ZORkAE, & IZEHBHEITWEZAYT
b, RO BINE, ZIREFNFA O
BREX U T 4 BlomEH - BEWIEGE % T
U, ZRVERF NS A E O B 72 B\ % 1

AL EICH D,

B. WL

RIGHE 2017 FRITAT v T A E A O bk
JEB] 354 1] (2016 £ 1 4RI BTG fE
THEBEED & HREF) DD B, ZIRMEFH
fEAREB 171 1,

AHFFEN TG — A D% A & TR —
NRA D D, RIGUEGIRA faZ 2% LTl
HEEAEM L, HESNTHEEEL S L1
TURMERFREAEICBIT XY T 4 BIlD
TR AR & RT3 5.,

(fim PR~ DB )

ARGV BT 5 T X TOMFFEF L, ~
N rXES (AAREMS) B3I, TA%
KG L5 ESRMSEIC BT D mER R AR

63



IRAFFSE
Do
BHiak i HE S NTZHEEILI T 7 A4V >~
T L9 2T, BOPNLEFYERY N
T ARG R HERENRET D, £
7o, ar¥a—ZIZANENET—X13E
N % PR U IR A A kT AL ORE L 7
T ben WO Blans, BERA

T R<BLEFICLEAIIINZ, 7
FANERAT — NIZL DR kv —
HOT7wy 7 TEHT L, 6T, AW
HEAOa ¥ a— X IARMZEEA & L, m
DT —=ZIIAT L2\, Fi=, FEHGEREE
EEHEAL, BEINMEA L)EE) T
RNE DT D, Ry MREEZR EAMNTEREE
O A LIV, 72 EOREERBLE 21T
Je

(BT D BRSS9 THRME T

C. WFFERER

KIGHER] 171 B> 5 5 128 i (74. 9%)
R AR, TSR E Lz,

ARTE A O JRA & 70 2 BT S RIMEIRTE
PERRIEDS 34 Bl T2 CThH D . I - IBEAUE
BEN 290 THoTz (F 1),

1. JHEFE O R S

JE KT A iE 1515
P RPENEE YL IRAE 34
e - NBAE G 29
s 14
A B g 14
HLEE SRR 12
IPMN 12
FBAE RS A 11
EEsr 4
P-NEN
Se R M B P EHIE
Z D 18

64

BRICE L THS L, 514 (39.8%) I
JHIE R L —I M Thiu Tz, &I
EBD “C 30 f51 (23.4%). ¥k\ T ENBD12 44

(9.4%). PTBD9 i (7.0%) T -7z, FE
WX LTI 110 f31] (85.9%) (ZIRIEDAT
bihvTEY, 976 (88.2%) IZNEHIE
e, 16 B (14.5%) (ZHMBHITEHR T
Tz B BNZHFAYTER . SVEHITER D
7). EDONRE D & NBHIITER TIlIN
Jb—2 ERC 23, SMEHRGTEHR CIERAE A
Brifi N % Ch -7z (3 2),
# 2. 1TRFREDWER
1R WL i (51
WEJTER (97 #i)
sX)L— > ERC 77 4l
ERC 12 31
PTCSL 4 151
itk a8 3 B
POCS 2 5
SRR (16 1)
S B Bt 12 1)
BB 2 15 P W5 A 7

RS OFEM 2 et L7z, TadR R
WD E, TR BB (52.6%) L% T
H VT 2 [E128 25 1] (25.8%) . 3 [EILA
2176 (17.5%) Thotz, Hefild 24
B (24.7%) TITOILTEY ., &KZILEML
D19 HITH T, FlBAITILV— A
73 3241 (33.0%) . /NATw MERAD 13 4
(13.4%) . 7S)L— Ry FOMSTN
20 f5il (20.6%) T -olz, HAEITKT DAL
B IS L— UHEIEDN 30 5] (30.9%) &%
ThHO ., RNTL—HEE+H3 0 H UL
DAT v NEED 154 (15.5%) Th-o
77

FFEIBRAT, ERC, X UVL— 2 ERC D%
MAEMET L THD e fAREERIIATUIR
ik v & ERC R0/ L—2 ERC 3 &< . fEfA
PR RIIF ORI T %023 b— > ERC 2335 T



mVME TH o7 (K 3),
3. IRRIERI O

TRIRIE AR

iRl =R 0% (0 / 7)
ERC 79% (11 / 14)
3L— > ERC 24% (18 / 75)
A I

liiR=l7R ) 14% (1 /7
ERC 0% (0 / 3)
23L— 2 ERC 19% (11 /57)

TR EE T O ReAE L LR O A & A OHE
R Lo, Rt o IRIEHAE & HIE LR
TS FRESCIRE RIAE DA B fER
K+ Thotz (F4, 5),

* 4. PHEAE L G OFE

5 HEFEAER
P A
PezEre L BREH Y
B 17. 8% 67. 3% <0. 001
JIERERTS 8. 6% 55. 1% <0. 001
JiIERTER"A 0% 5% 0.273

WAt 2 PRARIEI L SV — EE (30
B) &S —ARE+ AT NEE 3 A
Lk (15 6) R&< TbitTwWe, Ak
BIORAEE D & 7S—RRIC K D8k
ZEMRIRERIT 43. 3% (13 61/30 1) T . N
N—r+ AT F3NALLEREETY
53.3% (8 4il/15 i) T - 7=,

#* 5. MHEHLE L & OFE

5 ISR
P
JEAEZRR L WRED Y
B 6. 4% 55. 7% <0. 001
REAE & 0% 45. 0% <0. 001
JiERTER A 0% 2. 1% 0. 298

7o, PEBEE TP ORTZEN & FEr O BIFR
ERRETT D & IFEMBILIEZEMESI L D b
A EIZERE DRAERDBE N ENTho

65

7= (11.1% vs 0% p=0.001),

D. #%
PHAEHIML TV D RN oT 4
U T 4 BIOIRIREAE I DV TS L=, AR
EFREDIRK & 72 5 5 BIT A R NBE LR
it & - IBESREE 22 BT, R
PERRGEYEARAE & i« IR A0 B L Rk
WS AREDFIE Y 27 <, B 7 +
0—7 v INPUEEZZ BT,
TRHIZE LTI BHIEIR, & <2
BEHEEN T L TH -7, BB HERG DR
JETH DT, /N)b—2 ERC N H %< 4T
bihvTWiz, —J ., AERIERITE D% <
(ZxF U CRAIFEIBRIN A3 T o Tz,
WARSEIA R ISR IR I i U Tl A s
PR L HREENZVMHMICH T, &6
(2, R O RRIE BezE L ARIE PRBRIZAEH 5
SWEDIRK & 720 | A & LE RIIE
DA ERERINTFCTh o1z, NEHYIRET
DIRAEAE Tl — YEER L OV L—
YRR AT MEE 3 H L ETH IR
FRERZNFIT B L2 Th Y +oleshk
TGN TR o T,

E. fim

NG A E ISR 2 1R CIIAE AR A
D FC 7 < JHIEPRAELYLIRIT 3 D IBH N
HETHD, KEREALNHEENIREZE—
BIRE R D03, DR+ TH L5E135
BHEIaH & OJFH b G & Th 2,

. WFgEREER
1. FCHEFR
AV

2. WK
ERARHY, ARfEE, POREFL. Bk 18 4
#% DL ia% 2 — MR D AT



FEATED R T & BT PN AR
T DM, 5 58 [B] A AREIE F 0
2 MR, 2022 410 A 13 H.

G. HIEEHED HFE - BEikin
(FPEEEL,)
1. FrEUS

PEKY®

3. Fofh
ALY

66



IR TR AR B & BRI REBORMT S
HEIRYEDIT - MEARBICBE T 2 FHAEMTIE
SyHRMT R

BT = v 7 RA v MEERICK D irAE BEROEEHE
W& W IR

e h#H RE =
Wrgenog OHEIL s

TR FRZBEE A FERH LR N R B2
TR EER B R TR N R 2 BT s N R 200 B
NER B R REBEE AR Eas N R 2%

Hx

MR s « 0 F = v 7 R A v FPLESK (Inmune Checkpoint Inhibitor: ICI)IZ & % i&5%%
E, AR RIS W THEIIMEDR RO DIVURERF & oo T DA, RITEH & L Cilagl7e
H O S L 0 50 B8 A =595 (immune-related Adverse Events: irAE) & & 7-7
ZERFBNTWD, irAEIZ2HDH b P Dl IE L, EERGAITIL ICTICX DR
N HIE L 72D 2 D, irAE Z BRI A LEUICIEENAEZT L ENEETH D, F
7o, BBRERNZ &2 irAE ORIEN BIF R TR EMET 2L VWO #MmE L H V| irAE Z1EL
KAV AL MTHZ LD ICT DIRFEMARD M RIZIENR 5 L HIFFT&E 5, 4. irAE O—
e L THERPHE SN TOWD DD, JEFEITDV 2 EOEEBIIRHTHSL, £ZT
ARG TIL, ICTIZ K B irAE NHER ORER 2 BAE - fighT L, 22WriiiEls L ONRIR 7L & i
SNTAZEETRAMET D, AHFFEOKEN ICT DR ACIEREELED B L 725

ZLnirrE RS,

S FNFTEH
Mk FA GIERT)

A. WFSEERY

AR, T = v 7 R A v MILES
(Immune Checkpoint Inhibitor: ICI)iZ k&
% irAE O—H L UCHRER IS ST
50D, FEFEIEA R DOEREITAH
Thb, €I CARIFETIX irAE IZ K DA
RIBFE 2 RERICEE L, BRHEL AT
G ERAT R, IE E TOWIM, ICT OFff
oG EE, VAV HER, THRERET
Do AHWFFRICE V. irAE JHE K OERK T
FIRHE A B DM L, WrkdE, 1R iEE
DOHEL T 5,

B. WFEJ5ik

67

WRIET A N3t A& 2R — MIF%E, JE
Bkt HARFgE, Zhaak HLEBFZE T, AFZEHIRIT
ARH LY 5HEMETH, ICI 2G5 FER
TG T 1 ELINICHE LTz irAE B
RIEGN 2t R & T 5, TEGIZEFET D RIE
FERERAIE, BB EF RS AR e, Hutg
S APPSR IR BT, F 72 SCHkR R CTIE
AL TCWEIERRSE & 35, MASE | L &
LTI, ICT 28R E T K T# 14
PINIZ TR R T REIRAORF A2 A L. irAE B
BRPEDNIZHDET D,

O REE RSO F5F (ALP/AST>3 )

O PAZED 72 W IFAMBE PR

O Wk ANMEDFAMIBAE BE R

PRAFEEL LTIL, A7 F 7T M2k v,
S INIER & T 5, RO HEE LT
X, —RIAE & RIS CHER T



%o —IRFRAIE irAE JBE K OREFIE A o2
THEHODOT U — RNRETH Y, Bl
TT v r— b M2 A FE R e | 2 o5 L
AT & R TR 5, ki

X, — KR T irAE BB R OIER &2 A LT
wtm (BT DRAT D 51 O SE B A
Thod, HEHKZ B IZER L,
KI5 D BB IE W (P, MR, TR
Al FIERTHE O MR ARG (MR, ik
% . TP. Alb, AST. ALT, ALP, T-Bil, D-
Bil. v GTP, AMY. BUN, Cre. HBs HiJF.
HBs $if&, HBc $iufAk, HBV-DNA, HCV HufAk,
i by RUTHUR, SUEEHHUA,
IgG4, HURZHUAR) . WP, TERRE, 2
i) HERET S, SOITHFD L IIMRER
BAHAR 7 LT — R L, B G
Rl L O 21T 5, F72. WETH
FEAMICBE LTl AR I B B2 Rt
WC L DM 21T 5, FEFEAGEE H 1L irAE I8
BEROGMT — & CERPT AL, B Rk
DR, BIRHI 72T B 2 15 R R <> 1
BEWPLNCTDHZ L L L, HEBIIC irAR
NEAE R DEFRG 2 T+ 5 2 & BT,

(fim PR~ DB )

AR BT 5T R COMIEE L, ~v
VUoxEE (AAREMEZ) BRO, ER
ZEIZRET D fmEfEst CER 2047 H 31 H
WIE) \ZfE> TR Z FET 5, K hEak
MBIESNTCHEZRITI 7 7 AV 7 Lz
IZT, HOPPDHFYERY NNTHEA
ARG R A B BMAE T D, E T2,
VB a—HIZ AN EINTT — Z IME NG
Z PRl UG IR A MR BE T 72 1 i
ROV EVWIBLEND, BERA TR
KBELBFBFIZEDEAMIIMA, 774V
HANAT— RICE D F{bE VW) ZEHOT
"y 7 CERT S, IHIC, ABEHEHO
AV a—ZIARMREAE L, o7 —
ZIIATI U, Fio, HRRGEREEE 4

e {

68

AL, BFESNTEAL»EE T /20 &
W25, X NRES EANEEREE ~DHE
e LipW, R P OREREEZIT O,

C. WroehtR
BRAFE4LA LY —KREELT o7, —
WARAS DRI S fiak 125 Mgk H. 90 Jiisk
(72%) MERERHY . D H 5 56 gk T
é%1mﬁMMME%&%&Ebhérm%

HLTWDZ EVHH L, Y/
FE~ZMNTHZ L Lo 710 */)/Yﬁ)ﬁﬁfa?

BEZ, V—F LTI N—T AU NR—%
B L7, ZRKHRES I 2 KERKFTo
P — R A FE OMBLHE TR a7 -
7o BRAIBAETH I, ZKIREZBHLAL
THY., EFERTTH D,

i

D. %5
L&%ﬁi%%@@%ﬁL@f&é EH
TWRIAE EEDIER 2 ERE L T <

..[

E. #&a
WAL AT ZE T L, #2175

F. WFoRssE
1. WSO+
ALY
2. PR
A Y

G. FIPEEHED HIFE - B ek
(FPEEEL,)

1. FrEUS

PR/

EA=LA
3. =D
AL



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

JRFEMBACHRRE ROFTHBY ~— 7 —DOF %
- DREBVOR N 2RI L7 JRFBEMEBALERRE R OWRE - B RS -
FREFOMEA] OftRERTFZE-

W& W IR SR RERRIE AR R L2 N R B
e A BE W= WP REREBEE RN B SRR L SRR 0 B

Hx

W OHEIl 8 IERER P REBEE R R LR R Bd

JRFEVEE MRS ¢ (primary sclerosing cholangitis; PSC) (FJRKIAE O EEVEMEE AT
WHBH 5 S TR TH D23, BWNCREERA AT IE e < | BRI <0 Hi & i A7)
OIREHIINCEZH SN TWDLDONRBURTH D, B CREMERTIR. BRI, Tg64
BEERECPERRAE 25, IR, RS2 Sl0 X2 TRIEIRE R & OERNCER T2 2 L3 e
KBRWZ ERMETH Y . BENZHE RN A~ — D —DUE N TV D, WFFRHED
BEE XV PSC TERIZHME L R D P X PURZH A Lz, [RFURIZ OV TREIR A @b L
TV 5 PSC JEFI O MEEEF CRE L7eT — & Tl 90% DIEFNZ BV THETH D . PSC
DBZWIZBWTHIEFICHERATH D B 25 GasCERT) ., AWFECIix, s EE L
VA MY ZFIH LR LPENRAE & OJRHRE - B AR - TR O] TINE LT
MR, BTGS2 A L. PSC 2Erci i) 25 X PUADRE, KR 2 i+ 5,

KRR Wi~ — 70— & L CPSC OZWEEICTHH INDIZ EAHEEL LTS,

A. WFFEEM

ARV YA MY 2R Ut
PERRAE 22 DR HE « B ARRRE - T2 K O
B RADDAR-J [13] ) ZRERIE 151 0D ik PR 15 it
NAFVUVRY M VIZREINTWA MG E
v, PSC &R STV LIEBNZIIT S
X FURDIKEE, FrREAMRET D,

B. WG E

WRIET A X B LR 14 A 1) & BLE2 A
JEThHDH, REBLIA N ZFH L7 ER
PEBELAERRAE K OFFfE - B IR - TRIK T
O T S - il kl - 398 Shiz
BRRIEH A —wFIHT 5,

ay ha—UiEl LCITH CREREICEBT

69

LPURDRE], 164 BEAREICIIT DR
BRSO TR T DR
FRIZREFAA . TR MENEPEIR S % (PBC) @
PR BTG ENME S IR ; I B~ — T — %
AT AT | 1B S 7z A C R TR
JEREPERRIT HETAEZS, TG4 BEELAE bR AR S
ROIEF], AR FE L RIEPE 7 U =7
JVINA F Y V=R X — TR FE S 7 IR
B R O MR, i 2 R
Do 1

(fi B i ~ DBl &)

ARRGEE TN Z X5 &9 DA mblE - [E5%
WFIEI BT 2 mEta gt (BAE@E. B3
3 A 23H) BESFTDH, TRTOMER
ENR TIPS E = AAYN: N Y SENO) o el it



RRIRICHERT D X 28N+ %, k4 ft 1D
G NECARY (WSt S R I e AN PN s
E LD DRIGFRITZEL 220,

RB LA MY 2R U7 RSt
AEAE R DFRTE « HIRRRE - TRIK T DR
D ZRFHNZ DT AR O BRGARITI AT St
OENEFHE ) A7 T U MIonT
DIF 2 HH R FIH AR AR — A —
( https://gastro. kuhp. kyoto—u. ac. jp )
(R 5, THOREREICE T DHURO
[FE]. [TgG4 BIERBIZIS T 25 BB R
B DT TR I T 2 R B IEREH
AL TSR R REAE 2% (PBC) 0D ¥ BTG )
P LIRS 5 LF B~ — T — 2 T i
Bl T2 V=N FY =R H—|
(R S TR A IR R IR R
(ZDUN T, FUAR R = S B o e D1
NP2 — 2 ( http://www. kuhp. kyoto—
u. ac. jp/research/disclosure. html ) (238
#HT 5,
AHFFEDORAL, FZE, ARIZEME, & HAH
WIRNZ & BIHEGAAB TH D Z & AR
L, B0, HEOBSRELRTH Z
ETTHMEIZ L DRIERIZ LD LT 5,
AWFIEDO RN T2V | FERRFE OB E
BRICE2KRE/TVD, (WHEES
7% R3344)

C. Hr7EftR

BUTE, MR 2 IR C & T2 EBI O FT X
PR ZREF CTh 5, F 7z PSCIEFI DR
PRI & EFPURMORA 217> TV D
HCh D,

D. &

SN

o W

FEEPITRwm UL ETEL TV D,

70

F. WFgesssE
1. FmCIE#R
ML
2. PR
ML

G. FNHYMEEMED HFE
1. FFEFEUS
ML

2. ERHTZEB
PP

3. =D

PP

* BRERIRDL



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

/NEBIOPAR AT REAEIZEE T SREME (MIROATRFESFR)
Fontan BIEFRRIZRIT HELR b L ZADREEZ OV T OREFRIRET

W BEE BE  ARKKRPISREIGEI e v ¥ — - o THENEE % B R

e 1 B ERR ENCEBRERE R 2 — Tk - e v & —
Wzt 2 —&

WIEH 1 BB GLE REKRRREZRERE AR

MR KiE S & 2 KIRASLKZERZEGEE PR %

WFREEE - FINRIMAT R EE D RS OB #A L LT, MIRIMATRFEIED 1 > Th
% Fontan BT A (FALD) OERBBMZ HIE L, &l -CH AR SR %
1ToT&ET,

F 4 1L FALD DOAFREDIRIEA DT 2 BRI T, IR A2 TR IR BT/
a2 D T %, FALD % < DIEFIT, Bt A kL A~ —%—® 8-hydroxy-2-
deoxyguanosine (8-OHdG) DAHHM(LFHIMRETORER., LD IZ—E L T
i 2 OFEEEIZ 8-0HdG SR BLL TWA Z & 2WE L, &DIZ, Ihbofmk
FERRA LA DFERIZ OV TEME AT 21T\, FALD ORFIIC I T DBk A N L 2Dk
HE 2 BHIBOICREAM U 72, BFZEJ7 1515, DAB B L - il L FAEAR DT 2 & L it
(200 1) ZAERE L. BEEAEHT Y 7 b WinROOF Z FHVNT 8-0HAG 038 E#A T A A JiE 5]
TSRO, DR, FALD O 8-0HAG DFSHRE M L. <HRAERIC Hb -~ il
L, o, EORBIBEEIIEFNZ LV K& Bir o7z,

FALD OJEE] D FUTIZAFIEAS mfa b A h L 2WRBEICH 0 | FORBBITIEEIC L v K
LB D I E RSNz, A%, FEBIM OB A b U A REBLRE O DRI
LA b L RIEHLE 9 o MAPEFRZE OMARFAIEEIC SOV THZED 5 TET
H5D,

AL WHERE (B R Z 6 0F5 2 Ll S h
MFEEIE, 5 > IMMEFEETH D T, Fontan BE#FRE (FALD) &FranT

Budd-Chiari JEEHEE (BCS) 72 & TNZ Fontan V%, FALD OJTFEZEDIFHEIZ DUV T AR 72
REEATFZE A (FALD) DOFEREZEMFH L T, 2 NN, Fo & 1T FALD OJR REfEAT 2 B b A
Wr L VRIED A RIA4 2ERK L., BED L ADE ORI TE T,

THEQOLDUGEAKDLZ L ThHD, FALD O FFAERuRAR % Xt IR b A F L&
Fontan fffixde Rik.OEBIZi Tl 5 FilF ~— 3 —® 8-hydroxy-2’ —deoxyguanosine
Thd, INEEENLEHFEOREZRT (8-0HAG) DAL FIIMR 21T - 7

JF 9 o i AR AN R L, A AEEL AR 2 OFREE |2 80HAG DFEEL

71



NEEINT-Z WS L, &HlT, 2
LD OFEF & BHGIENT ) 7 & F CHEAT
L7,

B. W5k
KIIEWIL, 8-OHG DAk 2k
P AT o 72 FALD OFHAFAERFR D 22 ik
WONTx IR & U TR TR 53 5 1
DIBRIEBI O IR D A A TH D, 70d
PN HURITHT 8-0HdG Hiik (7 m—
N45. 1 ; 558 1:40) TH 5, 8-0HIG D
T AR S 21TV DAB B8 L7Z A AR DT
TAVEG (200 1) A PGB AET Y
7 K WinROOF % FUNCfEMT L 7=, DAB ¥4
LB 7 — 23R E L, FEEMiaohh
a7V, FEBEE, 77275 8-0HdG 3§
Bl FE 2 SE BT R D T2,

(fi BR M~ D FlE)
ARFZETUNAE L 72 F I, pFZERCR 2 i
T 5 FE TOM. EAFROINER, EHE, Hk
WL Z BV L D WIERAEE  FEh o HE O
B B WO EICRE T 5, £, i
HroBRIIXE R A2 CHIEICE 2 #x B
MEFETERNE DICT D, AWFRIL T ANE
X5 & T B EERAFIEICEE T D BRI
FKSWTE T D, E-HRF I, AR
LM EHESTE E Tk
BEd %, AWFIED LRI OV TIE, KBRS
RFRFBEEFER - PR AL B S DK
Batgls UKRES 1 3774), £7-. HHER
BEBIZ B W T H LIS U CmBlEAEZR R

ROERBERFI,

C. R E

L. FALD JSEHBI 21 51 D&+ A AR 0 I3 BRAH A
FHIRETORER. O T, 5 - P8R
MESE, 5 o MAPEFFREZS SN DRk % 7o FRfE
D 9 oI & AL O TR B S vz,

2. NFHERRIZ I 1T D 8-0HAG DFEELIKFE

72

1) 8-0HdG DFBLUIMFML DI —F L T
o7z, FALD OFEF|D 8-0HAG DIEHLH
2K 1SR T, (X 1AERFBEBE, X 18:55
JEHL)

2) FFHEMRIZIS T D 8-0HAG DI B Dk F
FALD 7¢ & QNI &R O AEF] O T FEAk 2 3
(F % 8-0HdG DFEH it & SEGI o4 (X
2), FALD O HFHIAE D 8-0HdG DI HLHiFE I
JEFNZ L0 RES BTz, tRUER D 8-
OHAG D FEBLFAE L\ NI DIER] H AKAE % 7~
L7,

3) FALD JiEf5] (FALD ) & 5 RER] Cof FUEE)
D HFFEAE D 8-0HdG > F B i £ D b
8-0HdG D3 BAmIfE D)%, FALD B T,
998.9+1154. 66, *FHAHETIX 59. 73+55.94
T v . FALD FEI3oe FBEIZEE L T 8-0HdG
HENEETH-T- (¥ 3),

D. #%

A Bl FALD O JIF#fifc o> 8-0HdG DFEELIR
RRIEGNZ L 0 R&E £ | AR BUES]
DO EBEBUEGIE TEERTh o7, SR
? 8-0HdG DFEHLIRFEITH 5 M55 < . FALD
DOFffas mEEfb A L AREEICH D Z &
DEBHIC R ST,

8-OHdG [T A h L A~ =T —TH Y,
TEVERR TR DNA 23 LR 1E & 52 1T CTARRK
SNOMETHD, LA N L 2D
%, Mo REEEZELT L2 E08H5
. MADFAETR L BRI TND,
FALD OJER] O I XA Mgk A kL&
IRREIZ & D IREBI D AFLED R S 4172, FALD
FOmEEA N LR & JFFEEOFER & NS
FF3&308 & D BIEIZ DU T OIS % DI
BTHD,

E. #&im
Fx OWMEFNZ L0 FALD OFEREICIR{L
A NV ADOBEGNHER S, OB A



L A5 SRR E OO JE I I O3\ O SR 7r o
7o JEBIM OB A b L A DIEHE A
KT 200, ZOREIIRHTH Y .
Bt ~E#FETH DL, 4% LVEZD
FALD JE BT DU TR AR B MR A2 4T
W, BB EA N LA S D FALD OJFERED
fiR A % G A T2,

F. WFJEsE

L AwSCHER

1) BEEEEE, HHHZE KBRS & 2, RE
71, BEEFRLE. TREAL—ER, REFIEA, T
RER, LA, LA Biaser Rk
iz, |AE. [IFomdiRE] FrastErM ik
JETCHEIE. JH s - IR R 202159 (5) 1 555-
566.

2) Kawai H, Osawa Y, Mtasuda M, Tsunoda
T, Yanagida K, Hishikawa D, Okawara M,
Sakamoto Y, Shimagaki T, Tsutsui Y,
Yoshida Y, Yoshikawa S, Hashi K, Doi H,
Mori T, Yamazoe T, Yoshio S, Sugiyama
M, Okuzaki D, Komatsu H, Inui A,
Tamura—Nakano M, Oyama C, Shindou H,
Kusano H, Kage M, Ikegami T, Yanaga K,
Kanto T*. Sphingosine—1-phosphate
promotes tumor development and liver
fibrosis in mouse model of congestive
hepatopathy. Hepatology.

2021Dec2. doi:10.1002/hep. 32256

3) MR KT, LR 35, B A, UK
S, BRI =S, 2 F, KPP ALE, K
W AR, I BT, KR JESR, ML T
It MR IER PR BIZ I 1T 2 AT H]
EIROBLK & E—NRE R ANDZ A T 1 7
-] FALD (Fontan—-associated liver

disease) Fontan—associated liver

disease (FALD) ZH1.[» & L 7= Fontan {fif& 4
(L2 A OHEIZ R T 2 ZRHEEE O EEME. T
AEJEE 2021;82(3) (0389-4991) :441-449.

2. FRER

D ANTHEE, FooeT, REILE, ERE
. BRI, i HXO, BEEER. O o
LT OO P ARG F6 1T 2 T RRAMEA L REAf 125 7.
(CEe U TR D BRIR S AR E O RS, A ARTH
{Las B 2R A (JDDW 2022) Rl 2022 4
10 H27H

G. FNBYAEEMED HIFE « B ERIRDL
(FEEZGET,)

ISR

L

2. FERHT R
L

3. = D,
L


https://search.jamas.or.jp/api/opensearch?q=%5b%8E%AD%96%D1%90%AD%8B%60%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8C%C3%8Es%8DD%8DG%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%91%E5%93%A1%82%B3%82%C6%82%B1%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8CG%95%94%97%CD%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8CG%95%94%97%CD%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%91%90%96%EC%8DO%90%E9%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8B%DF%93%A1%97%E7%88%EA%98Y%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%96%EE%96%EC%94%8E%8Bv%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8F%8F%95%FB%8Fr%98Y%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8F%8F%95%FB%8Fr%98Y%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8D%5D%90X%8C%5B%8C%E5%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%88%E4%8F%E3%94%8E%90l%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%8D%95%8F%BC%97%BA%8Eq%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%89%97%95%DB%98a%95F%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%89%97%95%DB%98a%95F%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%93c%92%86%93%C4%5d/AU
https://search.jamas.or.jp/index.php
https://search.jamas.or.jp/api/opensearch?q=%5b%E5%BE%B3%E5%8E%9F%E5%A4%A7%E4%BB%8B%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%B1%9F%E5%8E%9F%E8%8B%B1%E6%B2%BB%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E8%B6%99%E6%9C%89%E5%AD%A3%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E5%B1%B1%E6%9C%AC%E6%99%83%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E5%B1%B1%E6%9C%AC%E6%99%83%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E7%A3%AF%E6%B5%A6%E5%96%9C%E6%99%B4%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E7%BE%A9%E4%B9%8B%E6%84%9B%E5%AD%90%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E8%8D%89%E9%87%8E%E5%BC%98%E5%AE%A3%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%B0%B4%E8%90%BD%E5%BB%BA%E8%BC%9D%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%B0%B4%E8%90%BD%E5%BB%BA%E8%BC%9D%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%A1%91%E6%B1%9F%E5%84%AA%E5%AD%90%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%9C%A8%E5%B2%A1%E6%B8%85%E8%8B%B1%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%9D%91%E4%B8%8A%E6%B4%8B%E4%BB%8B%5d/AU
https://search.jamas.or.jp/api/opensearch?q=%5b%E6%9D%91%E4%B8%8A%E6%B4%8B%E4%BB%8B%5d/AU
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1
https://search.jamas.or.jp/search/do/detail/sidx/29/sid/1

% 1 FALD 3D T D> 8-0HAG FEBLIRAE

WA TeET o . uow
o) Talaid R ':-‘\h b ] >
e ] b bt AN ® » .
P ' a7
A B kG ] S we s -
- i . *ah WA, "\" er i
LY = ®) .“‘F;'a o cew
1.9" w, PRI o ".?" .
%8s w ., v g 25\ ‘ ~ e
i I L e T T - -
S . 2 =% o v W
‘. sq " = b e T ere m @
re . =7y Sress !
y L] .r.‘ 7 ® » | A s b 3 3
3 ; .... . P i d: ~ L fo
TR M, - -8
He 0 L - -4
o N S &l
¢ Ny e R B Pl
- L)
V‘ Ai';- L . o = « =4
. # e - 4 .y -y
LT Pl - - -y "
| ‘vs - - » 4o
A .‘. = . A\ -. - - - E

2 FALD f5i] &t Rafs], R ORFREAR D 8-0HdG & B i

(m?)

4300

4000

- - - ]
S A ) L £ A ) &
@) & &I FE LS

3500

3000

2500

2000

1500

1000

: 11

TP r l l

;;\. e b g _ﬂ;. -;\"a é’m _9\. ;{\. -y 'b &
&

74



3 FALD 5 & st BRI D AT > 8-0HdG F& B i fE O b

(um?)

4500

4000

FALDBEF4£# Fofieligiitc
(n=22) (n=4)

75



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

/NREAFEAE O PRI T B HAEIZ DV T

WHEmE (R IR BUCRYPRERE SRR NS B R BB
WHE A xR Tz RAERFPRTFRE SRR NS 20 B B

WFZeEL s - /NEHAFAE ORI TR AEIZ DWW, ANEsEE D T/NRIIFIE O A/ EEa T
IR B OBITH 208 L2EOE O _LICEET 20158 | BE & ANFZEEE & O BRI 7o i
DH & THREEIT>Tc, S HICMIRMATRFIEZRATA R 74 VBUEREL RIEA T,
HNOTA RTA L DORWNET —FZ_X—A P —F 2LV HE LT,

FEE RH IR 3 17 2 FARIMA T 5 O Ll 2B 2098 (BERE=FV 7)) ~
DBIMFRXILRIZ DN TIZ, B AN - FIIRIFZEZS 2> & O & 73T THEI721Z 7 gk D
MBI HER I NIz, AEOT —FX—=2AH—F T, 77V ABLRAXFaDTA
K< A >, The Asian Pacific Association for the Study of the Liver (APASL) IZ X
% consensus statement NI STz, TNHDOHA KT A4 U TIFEBIZL O /R &N
EDOFLIRAMANL L THFFEENTWD Z &2, BATOMARMATRFIEZIRATA 74 LT
B DbRIEoT, 1277 ADHA RTA4 U TIIBATHIERICOWTOE NI T
W,

WHNDITA BT A R AE LY | NEBEED) b AT JFAMINRBAZEIEIZBI T 2 A K7 A
VEGETIZREWTIE, 1) EHE (CQ ST, A E/NNREDFEREZREIT S, 2) 7T~
ADTA FTA DI RBITHICET 25d, RENLEE LV EBZ R LN, S&%IT/N
IRFEIDOMFFEEE & B A SRI O ARMFIEEE & OBHEIC L D P A A2 b &2, e Lk 57
ETHD,

A. WFFEH DIHET D LT, LV FEREICAIL 72k
/NFRBIFEAE O PR MAT S HED 3 FR MATIRFEIEBREAT A BT A VUTEIEHE~&

CRPZEMEFIARE TCHEAE . HTAPIARPAZEE ORITFTLHZEEAME LT,
Ny BT UIEGRE) OO b, FT/NRT
WS DI DN WOATA PR ZEE & ol B. #FEJ5ik
(. HEEHATEORT - MRERBIZ BT 5 F AT ERTE=H Y 7 OB LIZOW TR
FEBED PINRIMAT R B3l & 72> T [/NVESHSEE O A D FERPET AR IEERR B D7
SEfE L T D R E R s (2 s 1) % PR T 205 L2 OE om RIS 20
AT 5 FRE DO FERAE A4 2098 (B JE] Pt L OH AN - PIIRBIZES IS
T=2 V7)) UF, ERE=47) BT, BEREREAME Fhic e L5 2
DOFEN LM LSEDL L L, W DT A & T NRBEBIZ T D AT~ DS
FIA DR ET —F =AY —FIT X BN Z D Z & & Lz,

76



T —H _R—=2ZY—F TIL, PubMed THF—U
— K lextrahepatic portal vein
obstruction| [portal cavernoma|
lchildren] ZHWTHIRL, A FT7A
VA L,

(fi PR~ DB )

AMFTET. TAZRRE T DELRIIZEC
B D fmPfadt) KO [~y R EE)
ST LT, EhT D,

C. WF7ERR
ERE=Z V7 OBIMFEERIERIZ OV
TE, THR OB IE R RS S, Al
R CRERmE TR E 2D TN 2 &
Llrolz
HARTA & LT RO 3 miashht &
Nz, TNENORERLE &b ITRT
1. Vascular liver diseases: Position
paper (s) from the francophone
network for vascular liver
diseases, the French Association
for the Study of the Liver
(AFEF), and the European
Reference Network on
Hepatological Diseases (ERN RARE-
LIVER). Clin Res Hepatol
Gastroenterol. 2020

Sep;44 (4) :407-409.

HA LS4~ DR

Portal cavernoma or chronic non cirrhotic extrahepatic portal vein obstruction

What are the " : IIn adults
2
manifestations and how [(¥hatiare the manifestations? In children
ican we perform the What complications can occur?
diagnosis? How is the diagnosis obtained?
i In adults
{Anticoagulation lin children

How can portal hypertension-related
complications be managed?

[What treatments are In adults

favailable for chronic non

\ c In children
icirrhotic extrahepatic
portal vein obstruction? [How should portal cavernoma fnaduts
cholangiopathy be managed? lIn children
In adults
7
When to perform surgery? In children

2. Consensus on extra—hepatic portal
vein obstruction. Liver Int. 2006
Jun;26(5) :512-9. doi:

10. 1111/ . 1478-3231. 2006. 012609. x.

7

Consensus statement®#RL ¢

The Asian Pacific Association for the Study of the Liver (APASI

onsensus statement

[Terminology
prevalence
N In children
il lin adults
pathology
i i lIn children
clinical presentation and natural history i adults
[EHPVO and pregnancy
He studies in EHPVO
lendoscopic thrapies
ariceal bleeding [ ey
management fanti- recent EHPVO
ichronic EHPVO
P : hypersplenism
ppecial portal biliopathy

3. Guidelines for the diagnosis and
treatment of extrahepatic portal
vein obstruction (EHPVO) in
children. Ann Hepatol. 2013 Jan-—
Feb;12 Suppl 1:S3-S24. doi:

10. 1016/S1665-2681 (19) 31403-6.

TARZA > DRERL

ines for the diagnosis and treatment of

ion (EHPVO) in children

ic portal vein
INTRODUCTION
INON-ENDOSCQPIC DIAGNOSIS

(GENERAL INFORMATION, CAUSES AND

IDIAGNOSIS

[ENDOSCOPIC DIAGNOSIS

IPRIMARY PROPHYLAXIS

ICONTROL OF ACUTE VARICEAL BLEEDING
[TREATMENT ISECONDARY PROPHYLAXIS

IMANAGEMENT OF GASTRIC AND
IDUODENAL VARICES

ISECONDARY HYPERSPLENISM
IHEPATOPULMONARY SYNDROME
IPORTOPULMONARY HYPERTENSION
IPORTAL BILIOPATHY

IDIAGNOSIS AND TREATMENT OF THE
[CLINICAL COMPLICATIONS OF EHPVO IN
[CHILDREN

[SURGICAL TREATMENT FOR EHPVO

WTNDOHTA K74 A (CQ) 1T U
T, A LN EDRRESE ST
7oo £721) TIEBATHIERIZOWTOM
SLTERRR N B D T & DS ITE ~ T2,

D. &%

FIRIMAT R EED 3 BB (BRI MEFI R E
JUHESE, FFAMARPAZEE, N> R¥ T UJE
RE) DT FFANIIREAZEE 13N R
WCHIEL T, /NEZRBR TORKRELET D
ZENABNDEERETHS, LinL, R
FEI TR 4D AP IRBAZENE & A A\ 58
WMCRMINDEFEBRE TIX, BEE R
JREENBER D Z ERMONTED, 2O
FBATOMNRMATERFIEZ R AT A T4~
THIRRHN TN D,

AR OMH SN DITA KT A Tl
ZORMNBE RIS T2 &0



BASNE 7o T,

E. f&im
WHDHTA RT A L RUFHEL Y, MR
I & BT A PAARPAZEREIZ RS~ 5 A A
R4 VsGETIZR WX, 1) HE (CQ 12
JE LT, A E/NRE DRI ZE5ET 5,
2) 77 UADHA RTA DX D BT
BT BRI, REREF LV EEZ LN
oo SDOICEERTA RTA AMEKRDTZ0D
(2. DERERINEDLHERETH 5,

F. #Fge3EE
L. FmCIEER
7L
2. FTRRBR
7L

G. FNRYMPEHED HIFE - B ERRIL
(PEEET,)

1. FEEFEUS

AL L

2. FERFTR B

AL L

3. EDfh

RZCMEE L

78



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

FALD (Fontan #if#2FIRABEIE) DL TR b U S LREEMIIZES<
DRITA FTA MNERIZE T A%
Woet s EiE ER

E T EREEI T o 2 — R - SoEmie e o X —

et % —F

s s 2E % ek A T FALD BE ORKRE® & RIKONEZITH PRI NV—T
(FALD-J) & JEAETrEEMIZEEE (KSR : BHE) L LT, 4E FALD B3 O it
AT 9, FALD [ =R — N & BRI U 72 IR HE L2 WA D BRFE . IFRRHME(L - FEAS A DA A
~— 7 —OERIR, FALD ITAEMHHAR 2 AL L, JREL IR WE ORI 2 B, Zhbof
RERICBIEITA RTA ANERICET D52 L2 HIE L 75, £7- FALD £ 7 /L OfiFlT % i@
U CHFRRME(L & IF DS A DA A~ — T —ZBRER L, FALD-] JERIBFSED & BRIR)IS H D AT
PEZ G 2, FALD BT /L OMEHT N5, 5 o MIFIZRIE &2 I S T ISR AT T
WML ZFHET DL A AD Initiation ZZ T RFRICIIT 2 9 - MITAFR A%
Promotion 4 Z L B LM 5 7-, [FIET IV TORRMEILIZIX Sphingosine—1—
phosphate (SIP) & SIPZ2%5{A 2 (SIPR2) 725BH5- L. JF2S ASSIE T I3HATR PN B HERE D V&A%

{t. (Capillarization) & SIP. SIPR1 25+ A L 25N LT,

S [FTFEE
REES &2 (CRIRASIKRE)
H & (HRCR)

A. WHEER

FALD &7 )V O fifhT %38 L CHFRRME L & I
DADINA A~ —J1—%BE L, FALD-J Ik
[FIRIFZE 7> & G I 0 AT REM: 2 59~ 5,

B. W E
~ 7 A N KERER o fE%k (pIVCL) 12k 5
I o MAFOETIVEBSL LT,

(fi PR~ DBLE)

B DD ORBHEM 22T 2 561213, #0k
el TOFEWE, B L OFEKROITRERE
DNMe B R S D K9 S IChlE S

79

%5, EAFBESEICLVED BN TAELS
G L4 BHIEERIEICET A mEtEE (COF
F264F-12 H 22 H) (ZYERL L Y32 JErkRE oD 1=
T MEREELZESICHFE L A v 74—
AR arty MURDD TR 2 L,
TEOLHURE, B NG A Bk (BB, (R1TT 5,
NI NS = D L N S O\ Vs
—AKTEy MISCETHPIL, LETH
B, RO G BRI
BETEERN F 72 (X ER PR A 28 55 PHL I Bl 1 6 G
BLORMEDOEEIITHMEE TR LT
B SCEIZEE DSV TEL L 72t fRE B L O
BMEZICRDZLIZOVWTORADARE
BUCHEASWIZRIEZ LFEIT L V155, RIS
ROFEHIZONWTIL, Xy NI =7 ) bBIRAL
Licarva—4—%FEHT52 LT, 7—
ZURHIAE E 2N K S IR A L TV D,



%ﬁ%%@ﬁ%"bfi1ﬁk%%%£%
WIET 5, WS 31T DRI
%Lf@:%m @hﬁ%ax B THLE
[ZHIGEE, KBEBNEONDLRBELTHD, B
FERIZB L CiE T ot L OVE BRIZ R
% i) (A48 LA 1055) B8 KON 52
BREN) DERE K ORE B 2 g ) (BN
SOEMRERIT AR 6 S) DIEAE L OEHED
fin, TRFEHEIZIIT D FEREMIZ OV T (X
ﬁfﬁﬂ%‘é [EIB A0 R am e, U 1415)
WHZ S F 2o, B FEBRN AR )%
@_ﬁbhéiomﬁfé UL FERERE D
Y FEERmEE B R ICHEE L KR A5
(ZEMT D, Bia R ERICBWL TR
BB 7-HAHE 2 A 55 O FHSE O BN X
LW O ARMEDOREMRIZEE T D15 (CERK
IGAEVERERIT ) &l d 5,

C. WroEfR

pIVCL % 6 i DR i CHF RIS 5 12 A b
Tz, [FIET VIO FRAELE T v
(CDD ##4 NASH &5 /L, fHEFEERET L
%) IZHARTALT BRI T iiifao
RMLBEEChH o7, AR~ U RTLFF
A DEN) #¢5-1%
(2 pIVCL %47 9 & pIVCL19 #H%IZFEH A
IR ER 27RO 7-, DEN#&E2RLTH
pIVCL ~ &7 A% 52 #HZIZHK) 80% D~ 7 AT
NFRERE TR 278D T, [RIE 7 /L C D AT HEHME
{kiZ 1% Sphingosine—1-phosphate (S1P) &
SIP 2%k 2 (S1IPR2) 23BHG L. S A%
JiE L2 VIR N B O TE ML
(Capillarization) & S1P, SIPR1 23BH5-
THZEEHLMNTI LT,

(Diethyl-nitrosoamine,

D. &%
5 > MAFLIAE % A0 & TN
ERLICIFRAEL 2 FET 2 2 & RBAD

Initiation 5 F 7=l IBIT 5 5 - 1iLix

80

725 A% Promotion 35 Z & NBH G NT AR

S77,

E. fiim

pIVCL = &7 A, DEN+pIVCL = ¥ A 1% FALD
DIFGHENL - 678 AIRIEE R 5 £ 71
ELTHMAT® D,

F. Wiges#

1. GmCFEH

Kawai H, Osawa Y, Matsuda M, Tsunoda
T, Yanagida K, Hishikawa D, Okawara M,
Sakamoto Y, Shimagaki T, Tsutsui Y,
Yoshida Y, Yoshikawa S, Hashi K, Doi H,
Mori T, Yamazoe T, Yoshio S, Sugiyama
M, Okuzaki D, Komatsu H, Inui A,
Tamura—Nakano M, Oyama C, Shindou H,
Kusano H, Kage M, Ikegami T, Yanaga K,
Kanto T*. Sphingosine—1-phosphate
promotes tumor development and liver
fibrosis in mouse model of congestive
hepatopathy. Hepatology 2021 76(1):112—
125.

2. FRRR

1. WAL, KET, ZEEERk. FALD
DIFREMRI & B 15 L - @R & JRTE
ﬁ%%ﬁomﬂ%?WVWX%%wf

%5 58 [Bl H ANl 7t (Biik) . 2022

F6 H1-2H

2. KIEBBGIT, AWK BEER 9o
M FRRHEILIZ I 1 D CDad DBEE|. 55 57
Bl A AR (FL) . 2021 4 6
H 17-18 H

3. WEHAK, KB, ZHEER 9o
I O AR R L 22 B L - BRI Rk %
T 5. 8 57 [BIH AR SRS

(FLME). 202146 A 17-18 H



G. FNBIMPEHED HIFE - B gk
(PEEET,)

1. FEFEUS

7L

2. TR RS
L

3. =D
L

81



IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL

SyHRMT R

Kigg &2
JEE BFR
=R Eit
FrH
LTSN
er K HZ
KH 1EZ
B %
HH O
AN
EIEIE S
IRE AR
BN 3

Hin Al

RBRASERZFER PR A FER =

YSEP NS e v s B = 1 D G B = B 6
FALKRFZRZFBE FR 78R & B A%

B RERRZE A SN EL - FHlgE Zox

FO A ER R R L ER T o Z — I bR %
FRAERZFRZEBEE 2R FER NEA R0 B e
RI3RFE BREFREMSE A TE e o & — 2%

GRS oxER s TN A1 RE AN A

HARER R s 2%

A RRREEEDENRSE Y — B =R

AR RZPEZETH LSRN 20 Ede

TUNRFGEE - RealET HEEE=

AN AR RbeR

RERSTERRFHE b - RN Bd%

W5

MR E « MIRIMATREEDORKESRME LT =2 7T AT L L LT, BENE
T DR ERBISM 255 e LIDRBL YA N (ERE=X DV 7ii#E) #EhiL T

BERRT G 2016 AFELARRIC W) TPARMAT R EE & 22 S/ B & LT, 2 ORFIR
B LU 2 EmEORRIEHRE EDC 3 AT A TEEET Th 5, 2019 EICHE 2 BIME
L. 2022 4RI COBGEEITEFE 161 A (IPH: 52 A, EHO : 47 A, BCS:62 \) TH
%o BEEE OF R, YN, MeEZ IR ORI, AR AT R 722 & ORI R, 2015
I L 7o R EE FRA TOERHE R L FAROFRPFTEONTEY | KT AT L THE
SNTBEEORFMEITE N Z LRI N D, 2023 LU & B ek o flkfe L, PIRIMIAT R
TERE DRKE PR L E=2 ) VI T HBET —FX— A HBET 5,

S FNFTEH

mA B2 (R RSLER R 2R
Bioem R SR . TEK Tl (RARE
PR EESD . Ml FE RS (BAnR
IR N R R R LA P R D

B (RIFFRZRF A - b
MR IS

f) . LA

s (i) ESCRBEE i

fERRER Y 2 —HE&RNED . Ba &
N RERSLERRTMIEREH S -
SIMREIANED . IR EF B ERERRE
ISR TR AL . G oo (8RR
FHURREH LGN . Tl TR A

& (AT REREEHLERAED . 5§
.z (BERIR AR AL R B L s

82



trx—), B ER1 CRRERKZHEL
ZNEL . AR B (BARKFEESHNE
FRIECENTIRNEL 3 8) . Fnsg 54
BB RIEEE EaR R . A R
(T NE7 RIS BE v L el & o & — « 14
fEERNEL . P =—RR, /MR B (R
ERRFHRMRETHE) . H g (R
BRI SER PR PP A SRR ARG A7) |
A 5 (RBASE KRB 2 TR
WM - TVR %) . Joll 24T, TTH
RISC (KRBRASLR R B R A FE B AR
PEmmaNELT) . AR e (EFREFEAL
KRFPEFH/NRAED) . AT #Fin CGINER
FUNEARD . A F. R A (K
BARTF/NEARL) . B B (RS
N 3 1179 INRDANY NI S < I
KFIRGEITIBREANEL) | S 58] (SRE
B/ NEARD . L B (B ERRT
FHFD . A% B (bimE R HE ks

AR T EH BT E~ U T T IERK
FUNEAR) . Bl @&, IBE =K (B8

ARRZNRIEL - BAESMEY . Sk e
ER BR =2/ NEREY) o ik Eh, VTR

FAT (FEERZPEZAM R RB e as N
). bR CRAERFREEHE L EN

B S S0 ML R R RSEE
WA AR EENED . kO ek OR
RN o Z —RAFIBE) . /NI 1]
(e E R L aR AR . Bl =
(&R P R | s &
T PR B GREERRHREE S
NEEE) I 5L K &0 R
REFZEFIS BB Ea A | mli

O, N RERR (R ERR T eds
R . R Bl (FRIRSL S &b

Be) . PTIR MER, Em AN CRERRZEE
BT R LN o Al Wl 7
W LR RFRAEGEE R FE R
fedmBts) | fiidk & CaTFERRTEN

83

P AL 2 R 53 )

A. BFFEET

FRWR IMLAT 5250 (TPH « 38 PR E Jodk
i, EHO:IFAAARPAZESE, BCS : Budd-
Chiari JEWERE) OFBEMIZBER L, BEE
FORIG M 2 IR DRE LY
ALY B L, PIIRIAT 5 5 OO BRI
SRR A RO IR T B,

B. Wk

W IERBERIIC BT, 2016 £ELIREIC )
D CPARMAT R & 2 S -8 (fthfx
WD DB EBE &) 122V T, Viedoc
4 ZBUTZEDC VAT AT, LTFOFE
WAEAD LT, BEHFROBEREZIT I,
BEF O ANJIEE : 24, MR, B
H. 3IER, 2R, & E. KB, ik
JEE. BRI, MR, Wi - Tl - BEAEAE. R
EZWIREOSER, SRmART R (K - E
OV LE N - BT R . EREEE, TR
W& E

Fo. 2EMIT, BEEE ORIRERZ
AL T, BEZEATO, THRFOATIHEA
X, LTy Th 5,
BRREO AR ek, AR AT A
(Mg - EEOERAE NAREE - BT AR) . &
JEEL, TRIRNE, (7 - ECR Y

2019 4F 1 HIZT EDC ¥ 2T AMFER L. %
W FIESRFERS IR LT, 2016 ELARE D% Y
BEDOERRERICOE, AMKEZIT-
Too W6 HIZATMKED Y ~ A > R&AT
W, w12 A 2EIEOY v A U R X
OZE DEDELBEIZHOWNTDO ANKIEE
1Tolz, 7235, 2020 4 F /1= w ek
B 20 s & DL REREILFIMIZE & L TR L
T2y, B RE & D RRER LOVEHO
T/NEFIEN SN E W) B2 E 2, 3
B & bR BB OER L ERTE D



£ o AAUNRPEEFINRE SR 2015 4RI
*mbkélﬁiﬁﬁﬁﬁ%ﬁﬁﬁﬁ%#
o TR W I 2 ATV 2022 AREE T
smhmmm_%ﬁiﬁw%%%kbto

(fi BRI~ DB )

AMFFE TR L7z IEHIE, WFTERCR &)
HTHETORM, HAFROINE, T,
MR Z B2V K D R ELE . FEhy
HEOFT RIS W O EICRE T 5,
Fro. FRATOBRIIE A B TR ICE &
#az ., ADNFECE VWL IIZT 5, K
WFFEIE T AZ XIS L3 2 B R 5Eic B9
LB S (ICHASWTERT D, %t
GFUE, AR ERDL Z < hxdHE
BTE LW ZRIET D, AFIED FEHIC
DNTIE, RIRA KF R E FA5E
Fl - B ELZESOERRB LG OKRE
5 3774), F£7o. WIEEEEICENTDH
VEZIE U CmBEEAEZ B S OB A
776

C. WroEfER

2019 4 1 HIZTEDC v AT AMRFERL L
2022 FPERDOBEHUTAFE 161 A (IPH :
52 A. EHO : 47 A, BCS:62 N\) &72-o7=
(1),
BEEFORMEEZRF LI 2 A (F
1), 4B IPH : 55. 4 7%, EHO : 47. 4
k. BCS 1 47. T 5%, ST IPH @ 33%,
EHO : 43%., BCS : 60%% (57=, BMI 23
25. Okg/m* LA E O 1%, TPH @ 11%.,
EHO : 10%. BCS : 25% CdH Y . FEEWNIFIFH
FILIER L bW ol
feEZ IR OIER E LT (X 2),
JREZ3 2% < (41%) . EHO (XM Fifi
(31%). I (31%) MZLn-o7z, BCS X
FE7K (30%) . V#IE (24%) . FHHERESLH
(24%) %o T,

T E 72 Wity O ML R A AT L 22 X 310

TPH 1%

84

4, BCS Tk Uy R AST R&. v
GTP k&, 77 I VKT, PTIRTF, PT-
INRFERMLD 2 RIB LV %o T,

e EZ W 90% LA E DB T BN
ﬁ@ﬁ%%%bfwt(ﬂ4)'ﬁL%%ﬁ
%fIPH : 64%. EHO : 62%. BCS : 64%Z78

. BH#ARE X BHO T 53% 23R 7278,
%ﬁﬁ%ﬁ% bt%@ib##f%o
72

e EZ Wi OEE AT R TiT (M5), %E
% IPH : 85%., EHO : 70%. BCS : 62%IZ38
Wiz, ZOIED, IPH TIHEE > v v b
PRENER AR R, PIARME DS, JREFAR M
FEOHME 2% < BTz, £7-, EHO TIIAF
WNPR AL 2 25%., FFAMAARIAE 2 41% 12
7z, BCS TIXMFMEAR, FEIFERIRS ¥ >
N FREORE, DkEZEM & AUEME O
JERZMo 2 B LY 238D,

EEZWIRFOBEIEE & LT, JAEE TS
L EGERE 3L Lo B IPH : 64%. EHO :
52%. BCS : 62% Tdh-7- (X 6),

TRIEANEIT (FR2), IPH @ 55% M3l
. 20% I ZERE TLEIE DRI A 52 1T T
72 F72. BHO D AT%MENRIE. 22% D3
FERETUHESE DRI 2321 Tz, BCS Tl
28% D3ERIRIE . 4% 23 AR BE TLEESE . 65% 7%
Bezg - PAZEH OIRIR 2 31T T\ e,

D. &%

20194 1 H K0 PARIAT R FREBHE
BT DR E KB R 2 [ER] &L
T, MIIRIMATREELEE 2 BRT D AT
LuFEMTTH D, BAEHE W 20 fugk D
F1O T TEfE L TW7=h, %ﬁﬁ®im
[T C 2021 ARRE L 0 W ek & 47 Mk
JER L. 2m2$ﬁ‘~ié%_1mg;®mz
T, BEHLEICED >ob 5, Wb HEE
EVORHED T BB O FERE T ITRFH
RET D05, BEEDINERICERE L T



1T, AR IR PR M T B E O
rbobbdHERT —FX—RLRDHZ
EMHIRFE LD,

TS, BIFERA TOREFIZBNT, BE
WNHEFHRNT 21T o 12 & 2 A, ok
Bl BEAERE, feE 2 WiRF ik 7e & 2015
RN T2 L 7= R EE R D COERHE R
ERBRDFERDBEGE LTS, Thbb,
RKERETE=HY) VTV AT LTSN
A, DAENCRT D PIARIMA T 5 i 8
FrhaRLTWDAREME ((REMWE) EEn2
EDTRBEIND,

2023 FFELARE & Bk Ak L, PRARIMAT 5
WIEBFE DT — X RX— 2R L, EIR%E
SR AR E =X ) S LT T
ETHD,

E. #iim

PR 04 T 52 i R OD B DR 928 2R e % 2
=2V TT B0, ABREEROHIIOL
EL2019FELVEST=L Y VB ESE
JEHFCh D, 2023 4R LIRE b ARG I O A
T ERICHED TN,

<BE >

1) Ohfuji S, Furuichi Y, Akahoshi T,
Kage M, Obara K, Hashizume M, Matsuura
T, Fukushima W, Nakamura Y. Japanese
periodical nationwide epidemiologic
survey of aberrant portal hemodynamics.

Hepatol Res. 2019;49(8) :890-901.

F. WFZERHR
1. FW30BER
L

2. FEREE
L

G. FHIWMPEMHED HIFE - B BRI
(PEEZET,)
1. Frarius
7L
2. FENPHRZERE
7L
3. T DA
7L

85



1. ERE=HF U T TAT LOBEIRD

150 WAMEER:20 =46[CHiK =48 (THK
160 OIPH JEHO mBCS
140
120
100
80
60
40 o
20 o]
0 _____|
201901 201912 202012 202112 202212
AT LTERK
1. BEBEEORNE
ek IPH (N=52) EHO (N=47) BCS (N=62)
FEl (%) SE#) +SD 55.4+16.5 47.4+21.3 A7.7+17.5
<20 0 25 (54%) 2 (3%)
20-39 12 (23%) 7 (15%) 21 (34%)
40-59 15 (29%) 9 (20%) 23 (37%)
60+ 25 (48%) 5 (11%) 16 (26%)
KEME 1
P51 Bk 17 (33%) 20 (43%) 37 (60%)
KAEME 1
BMI (kg/m?) SE) £ SD 21.7%2.9 20.1+4.3 23.2+4.5
<18.5 7 (16%) 13 (33%) 5 (9%)
18.5-24. 9 32 (73%) 23 (58%) 38 (67%)
25. 0+ 5 (11%) 4 (10%) 14 (25%)
KEME 8 7 5
F N ER HY 0 0 0
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2. BEE OMEEZWIR OIER

(%) OIPH GEHO mBCS
45
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35 *
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’K%\/ §® @’ﬁ‘ /@ é& 4?«%: % %@ @féo <§}j @(@ @@, @>3, } {&
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5
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WriE oD |
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[
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ek BE O E
TGk ERE DR TE

(%)

*P<0. 05

X 4.
X 5.

Sk O EIEH
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SRR ES -
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6. TeE 2o EAE R

() OIPH @EHO mBCS
60 -
50 —
40 __
30
20
10 -
. = . . B e
1 2 3 4 5
FRRIRL ABEAE AR MEE HFA2LECERM
EPEERE
K 2. FEEDWIRFOIGRNAE
TRRNE IPH (N=52) EHO (N=47) BCS (N=62)
# RIS DR HY | 24/44 (55%) | 17/36 (47%) | 16/57 (28%)
ARSI RE AL 13 13 7
N BRI RS B 1A 12 7 7
BRTO 4 0 1
Hassab FfiF 1 2 0
AT HETIT 0 2 0
JELHS RE TUIESE D TRHR HYH | 9/44 (20%) |8/36 (22%) | 2/57 (4%)
T3 ) R D IR FEAR AT 4 6 1
M H 5 2 1
Bz - AR DOIEE HY - - 37/57 (65%)
IN— T —T IV 23
AT v NEE 3
FH B RSB AT 1
BH 2L 22 FLA 0
B N EEMNT (RSMESREE A T) 6
KEFIRY ¥ > B Pl 3
iR 2 5
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

Fontan & B& 2 B4 5 £ ERFHE

e e R S LT RIRASIRERFBEE AR #eHiz
WHoeth i# Bk ER ESIEBRERITZE Y 2 TR - SEsE s 2 —

et 2 —E

WHEW A Ho X0 EAESKRTT AR LR R R
WHoe i#E RS R K ER KA EIRNE G

WFEE S : Fontan & AFIES HE (FALD. Fontan associated liver disease) D EEHE
FOEEHRIEFREZ B OIS T D700, ESEBRERMIE o 2 — - EFREEFCHH 5 2
[FALD (Fontan T2 IFlgA DFHE) O LA b UME LIRSS BRI T4~
TERRICE T D098 & OILFEFZE L LT, Fontan #ii14 B (B4 5 & EE Fil A 4 3206 L
Too EEOCIRMAE SV, TEEREE THILEE NEBL NRSVEL 11, 162 B~ B IR R B
B BEE 2 12 T 3, 657 B (32%) Z8E LT, 2021 4F 3 Al —RFAE A AL LT-,
— A ORENEIT, 2018 D 2020 FFOWIRIZ, Mi42 L 2 3% L7 Fontan ffif%
DEEBIBLIOMRITH S, 1,667 BNDHIRERDH Y (IR 47%) . 95 12020 F0 1 4F
MiZ Fontan fiif DHEEH Y | & EIZ L7201 230 figk T, A EE BT BN 2,338 A, &
P 1,811 ACTh o7, £z, “IRGAAE TEIZE 21572723 (50%) F6 X U FALD 2= (40%)
% & U CHERF L 72 Fontan fii#% B H0T 2020 4D 1 4ERTT 11,670 A (95% XM :
5,980-17,350 A). FALD B&%i% 4,670 A (2,390-6,940 A) TH o7,

TRGFHAE DG H A JCIZ, FALD B & FALD i2WrdD 72 WEFE & bl U 7 #E S, FALD SR 1T
THILZRNEL - IFIRRENFR TR Z ST TV D AnE < Flmdi v, #llEl Fontan 7 O
E, Glenn T &2 52 17 TV 2 A3 7e 0 IRHHARE RSO R PE R 23D 7220 72 E ORFON
& o7z, FALD WD in X 0efE 18. 4 ik, #I[=] Fontan fii2> 5 FALD R2Wr £ ToOREAF
BT RAEAS 13. 6 FE T o7z, FALD BWTOZRBEIL v 6TP EF3Z% < (40%). 95 44%1%
JHRRHE(E RS T2, FALD FB3 X, Cre B, BNP E&, PLTARF, Alb KT, Bil E&. v
GTP E&, 7 vva Ui EAN L0572, —J7, FALD ZErD /23 TH 400 E T, AST -
ALT « vy GTP « ALP 332538, FALD RIREMEGI DIFE A RIR S U7z,

Sth. S DITEEMMANT A 1TV FALD ORI EERELC T 7ot 2179 TETH D,

A. WIEER
DOMRENCE T D Fontan 7t TS OFHE
(FALD, Fontan associated liver disease)
D BHE R L OBRAEFREZ I S T
Lo, ENLEEREREE 2 — - EERE

90
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I oHE) & LTkl | & ORI &
L C. Fontan i #4512 B9 2 A [EF M
o EhiT D,

B. Wk

M D BB H & BRI AR D 72 o
O EEEFHE~=2T IV % 3 i
S THEM LTz, BEEFHRAT, —RHHE L
TR TR SN D, — KA O A XS
BRI Dl E AR, fERAE, H A FE,
ANERL NESVELE UL EE O EFRER S
IRV RN B b AR A fh R IS T8 E L
7o FHH SR, —MRIRBTE 99 IRELT 1 5%, 100
—199 JK : 10%. 200—299 K : 20%. 300—
399 JK : 40%. 400—499 K : 80%. 500 K LA
b1 100%., KEHPE : 100% & Liz, BEEO
T B8 = I 1% B 0/ N LI BR 2R 9 7 % D Ut
R ERICEENETTHLEEZOND 44
PR BAIE. FRRIMEE & LT 100% Ol
THEXZRIZE DT,
—IRFHEORENAIT, 201841 A 1 H
25 2020 4 12 A 31 HOMRIC, AR5
2R 252 L 7= Fontan i7t% @ BE Ik &

/8]

OMERITH 5,
TIKMAETIE, —KRAET TBEDHY | &
[ U722 RN LT IR AR N B 2

ER L, INVTHEZORBMERDEEIZDS
W BRI RIS

AN, B EAER (R, AFA .
el SR, EREONEAH, HIRREE

FFR, WEFIRE, BEESFIR, JE,
(RE, HARE R - {KH - %0 . Fontan fit
(BEATAEA . FfT U7 RSB, JRIRR 4
FHRNIIE, Glenn T, FALD 22, 22Wr4E
H. 2Wr L= ERERS. FALD 2Z2Mro32e) |
WE LT BRI REIE PN TR . BAE DJEIR
AT - AOHE, FATEEIE, MRS R,
DEX, Mgy M ERIE,
a— A, ITIREG TR, EERT T A~

ADI

B Dz RS 5,

91

77 4 —. JFRARRET R, TR, SRR, OF
DEFEHR, BIEORIMTH D,
(fi PR~ DECRE)
—RIAEIIZ 2 BB IS LOMER D7D
FETH D7D, fmdm CHREIEA Uk
WV, CIRFAA CIER SR D BRI A I
L5570, EAHREEOBLE XV ELE
Tézgﬁ%éo%of TRAE NG AR
ZIERAB L ONER D VT F B AR
? ARFRAI B OFA XI5 F B O HFrdk
L. Mgk T He L HE Rt g8 &5 Oxt

JERITHZIRER CTHEICRE T 5 Z & 21K
B LTz, B, TAZHRETDHEERIIE

BT S mEREE ) kD e, TIRFHAET
MEA AL S VT BEAF R D 2 22 I D 8155
e M T DD, MGENLA 7
F—ALKearvry hERGTLZ AN
FTLHELRW, O ENZ G0
FHEIZ DN T O RARIL. SN Dot
K L OYRBUCANIZEICEAT 2R A2 —%
R T 52 LICE VAT, AWFZEOFEHEIC
%tofm\kWijikiﬁgiﬁ%
FHaHZE B S 0AGRE ST KBRS
2020-286)

C. WroefbR

11, 162 B2 5 3,557 B4 (32%) A HhH
L. 2021 4 3 Hlo— W& ZBa LT,
1,667 B HIRENRH Y (EULR4T%) . o
5 [Fontan i DEEFEHV | EEIELZD
13 245 Jiiigk T, A EEEILIME 3, 460
A, &PE2,590 N Tho7z, £z, 2020 4F
D 1[I [Fontan fiiEDEEZEH Y | L [H
B LT-01% 230 figx TH Y, WA BEEIT
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FAIZIERIZE O e\ iasx okt U CRHKFE 21T
o7z, 2022 4F 8 HRARFAT 164 figg /2~ 5
WkEET (FIRE6T%), AFF1,193 A
DO IRAEEEAZHE LT, 1,193 AD 9
b, R & OO E1T o TV D EFIT
50%. FALD Ozl & 31T T\ 5 BF 1L 40%
Thole, ZOUFZHEI IO FALD 2%
Z & L CHERF L 7= Fontan 1714 BBE 50X

2020 FE D 1 4EMT 11,670 A (95% (348X
fil : 5,980-17, 350 \)., FALD FBHEELIX
4,670 A (2,390-6,940 \) TH-o71= (£
2),

FALD fBF# & FALD 2 D72\ B O R
el L7z (%3), FALD B IL, TH{bas
NEF « FFILENEL CRRIEZ 21T TV D AR
%< HEDEV, #E] Fontan 7 O4F R A3
BV, Glenn #f & 521 T2 A3 Zauy
IRHAREVCRE LN DI 72 8Dk
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FALD 2 IBriRs O 4 L fl 18. 4 % (X

1). #JJEl Fontan ff772>& FALD Z2Wr % To#%
WELRIT T RAEDS 13. 6 ETH -7 (X
2). FALD ZWrDZH&IZ y GTP EF-H3%<

(40%). 9B 4% ITIFRRHEL LRED 1=

(X3), £=, zotho£ 1Tz a— -
CT « MRI 72 EDEHGFTRIZ L D5 b D TH -
770

F 7=, FALD &1L, FALD 272 W
L LT, Cre 5. BNP L&, PLT K
. Alb &R, Bil k&, yGIP EH. 7
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FALD ZZWr D725 T H 2 LL E T, AST -
ALT = y GTP « ALP 35258, FALD AlAEME
Bl DOFAED R S LT,

%%ﬁ%mﬁbfm\mw%%@\mw
PWr O BE L LT, RIEER,

J =8, FEEREOLREF R, %r
FFRER . #RE. MEAK. PINRMGAR T,
7 &5 o MfiFH & FIRETTHES K 5 7T
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A~HERE LTDIREETHILEND Z L b d
%o EBE. AHFEICEBOTHFSA Z R
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# 1. 2018 H~2020 FEIZ2351F B Fontan #fifs BF DL BFL (—WKFE)

®1. —RAERER &

MERREK & EBEH (2018-2020) H&EEH (2020)
PO AE O EEE B ERE At B =z A&t B i
REPEFIRS BRI 567 567 100.0% 320 56.4% 2000 1135 865 1465 832 633
5005k LA _E D — R 897 897 100.0% 451 50.3% 1353 763 590 1098 610 488
400~5005k 0 — ikt 881 702 79.7% 332 47.3% 115 68 47 107 62 45
300~ 399K 7 — T 1357 543 40.0% 239 44.0% 76 43 33 71 38 33
200~ 2995k O — T 1231 250 20.3% 112 44.8% 1400 845 555 549 332 217
100~ 1995k O —figsbe 3337 406 12.2% 139 34.2% 119 57 62 113 55 58
99PRLLT O — SRR 2848 148 5.2% 50 33.8% 2 0 2 2 0 2
R BI R B R B 44 44 100.0% 24 54.5% 985 549 436 744 409 335
&5 11162 3557 31.9% 1667 46.9% 6050 3460 2590 4149 2338 1811
F 2. 2018 #-~2020 AT 31T % Fontan #itk B 5t K OVFALD FF SO HERH

2018-2020 2020

Estimated number of cases after Fontan surgery 28290 15550

Proportion of cases who treated at two or more departments 50%

Corrected number of cases after Fontan surgery (95% ClI)

Proportion of cases who diagnosed as Fontan associated liver diseases

Estimated number of cases with Fontan associated liver diseases (95%CI)

21220 (5240-37200) 11670 (5980-17350)

8490 (1500-14880)

40%
4670 (2390-6940)

% 3. FALD #35 & FALD OZWr D 72 EE O RRM: ik

FALD (N=477) Non-FALD (N=716) p
Flm (%) POE (REPR) 22 (2-56) 14 (1-49) <0.01
Fontan FHiEOER (7%) 3.4 (0-41.4) 2.8 (0.2-39.8) <0.01
B 55% 53% 0. 52
FRMEDIRBOFIERE S v 1% 2% 0.61
Glenn Fifrd> v 73% 86% <0. 01
Glenn FTFREDHFHR (5%) 1.3 (0.2-41.0) 0.9 (0-29.3) <0. 01
HZE A E <2500 14% 20% 0. 02
TERG T H<3TW 6% 10% 0. 04
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[X] 4. FALD 23 & FALD 22l D 72\ B3 C o MRS AT 7. D Lk
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#z 4. K9 AEDF FALD OFF#

" - Glenn Fontan #JJ[H] FALD FALD coerr | mk | s |
' A - . . s arlichs 7 2 Iy
HieEls | TAERD | ZETER | 2ETR "
5 2Ti% | 2.8 7% 3.9 5% 15. 3 7% — HY =5 2L FET-
(PLE)

= 38 % L 6. 3 % 35.5 r% Bil, PLT, | 72 L iiog »HD
NH3

) 33wk | L 7.3 % 31. 5 % JiRRiEit = 2L X L 1
g 7K (HCC)

5 338 | /2L 5.0 7% 32. 4 7% ALP, v GTP,| &V (2955 b A
PLT, (HCC)
e 5

%21 | B 1.5 7% — — - _ 2L

) 275% | 0.7 H% 2.5 % 25. 4 % JiEoiGier 2L 7L L

5 33%% | 3.5 K% 5.7 % 30. 5 % v GTP, L 2L HY
JiRRiGitr
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

H Az 331} 5 Budd-Chiari SEMEEEDEFHF5

e HE Rk &2 RBRZASER R = A TR

AR

WFSCELE : Budd-Chiari JEMERE (BCS) 1M A (HARLMKE TR 400 A) THY | fEEH
FALE T STV 5, RIS 72 < | BCS BF O3 A A 2 148 L. S
DT HICEET DN FEZHALMNCT D2 L ITEERETH D, AHFETIE. BARIZBITS
BCS DA BN & FR A G T H 2 EEHINE Lo, [EHIL. 2015 4EEED 5 2019 4
FEWZIUT 2 Fa R R R B B R D2 AR REH R R L2 S AL 72 BRR A A AN ZE 0 HINEE L
7o BAERITTHRVREREF L 70 N (B 41 AL %29 N) . FFWFE L, TRAE 42. 0 5% (M
OYNEEIPE 29. 5-54.5 %) . FEIEN D HFEE TOREFELIEL, PR 1.0 4F (WUALHIPE 0-
5.04) Th oz, HFEW. CT. MRI, MEWESMAIC X 2MF#R - I T RERIR O AT A
L BEAE 13 N (19%) . B2 032 N (48%) . PAZE : 22 N (33%) Th o7z, TRHEHIR. Tk

AN (26%) T -o7-, HIEEIT.
AN (14%) . V : 7 A (10%) TH o7,

RO 52 M OVERE Tl AP RERIROBEAE - 12 A (31%) . 3%2 . 17 A (44%) . PAZE : 10
I :1 AN (1%, O:7A (10%. II : 44 N (64%) . IV : 10

S FNFTEH
I T (RIRASERFESES » 8N
e S5 =)

A. WFFEERY

Budd-Chiari JEfERE (BCS) (X, EIZAFEFR
DEEDH D VI T R FEIRO PAZEL %2
2L 0, MARETTHEEIZE DIEFERECH D |
FNREETHDL, HRORHHIL B2 — &
AR T F VAL, BCS 28 F e i & AT IR
BTHDHZ EaERLZ[1], BCS DEFME
FHERANC A 72 < < DEIZET 2E YT
— A MBI L INTND,

HATIX, 1990 FRITIE Pl A 23 340 < 4,
BCS BB EIEHY 300 A & HEE Xz, 15 4
(27 DEGIRAFZETIX, 157 A @ BCS BE )
SRS, BE8T 4 (K 36.45%) &bk
704 (CFEJ46.55%) T, FIERIAZ DD )

98

P E TOVHHMIL 6.6 £ TH o 7=, BMIE
BN & DR S, E A ER R AR
X, FIER, TG, JEAKIER LUK L
DOEARIEE TH - 72, 93%C T REARD AT
SRR 2R LT [2],
AL, BARIZEBT 20040 BCS B
DELGERA LT HZ L2 AME L
77

B. W5k

1. 5T A1

BCS i OO 45 7 HER R IR Bl D 52 AR ik
HIEE RIS S v 7= BR R AR A 22 2
T, HHLBCS B OEFBEZ E T 5,
TR TR AR 1. 2015 4EBE D 2019 4R
D 5 AR & LTe, MFZEBIRINIC A S OBAT

N0 BARHEEEAZE X, O [091. Ny
R« &7 VIEGERE GBI | (2015 4FE0 6



2017 FFJE) . @ T091. Nw R« X7V e
B O(EHD 1 (2015 D 2017 4RJ) |
@ 1091. N K« 7 VAEMERE (2017 4F
FEDND 2019 4EJE) o 3TN H -T2,

72 ¥5 . AMFGE Tl T 2 B R AR A A ZE o
%T?—& e E R BE T — & KOV

&ﬁ%mﬁﬁﬁ%“% Z DM
éﬁ4h74/J_%0%\7—9%&:0
WTIRAEBAICHFEZITO, R 215
T, ’#tz= 77 -boTH S,

2. BIEHE B LOWMAEE KOG IES
fREHRBE T — 2 _R—R A &Nzl
TOBEFER (BEZFEO—BRE L TIES
NHZRNEHR) Z2HEH L,

O FEARME® YR, Fln, AFH . BIRE
A, WA, EREROFTTER, FIRE,
IrHERRE, AETER

© PWrEEICEET 2

A JESR IR, B,

B. MRATPTA  EE W - CT - MRI - ISR
A TRER P IRER 3 L OHERE
MK - b7, NHETRA, W
PR AR AR A

C. $ERIZH

@ FEIE &R xR

FIRIE (R - BEfE

M, R

@ 65 - PAZE - RIS DI, RIE -
H AR, PRBERE TUAE LSR5 D TR

® HEAEE K

© ANTFEERICBId %HE « oA,
GREDINT

3. MEEHEENT
SHHOBRAEMAEDOT — X

( T091. N K« 7 VSEMERE CIE |
[091. /N K« 7 UVIERERE (EHD J .
[091. N K« 7 VAEMGERE] 28 AN fEI

WAL L7 (2015 AFFEMN D 2019 4RFE)  {H

99

AN, #F%EH ID CRE L. A% A T
L7z, [E—4EERNIC 2 PRk 5 BE
X, RREEARF LW, £ T =40
RABWN DI T8 Lz,

ABFZETIL, B FER O 4
WZEFH LT,

AT, ks - AdE, BASR. HERL O
& HE - DUE, UM - RO 6 DI L

o EIREERIFTEMIY, EIEE S OTINEE
XV FEERD 6 DT LT,

MK - AALFRAIT, ENL AMGEE o #
— R PR AR A AR (GRITRT) 12
WoThHTI)—b LT, FHEEIZA LN
SRV I R & L7 (FRMERER @ <200
10"/ pL) . B ERH : <1.0, or 2400.0
(10°/ ul), ~EZ oy :>100 (g/dl). I
AEEL : 21000 (10°/ w L), PT : >443 (%),
INR : 2112, ALT : 25000 (U/L), #E UL E
> 2115 (mg/dl), EEEE Y /LE L 2100
(mg/d1)) .

FEEDIH A ICHOWT, E AT, P
B =R 2= (ERAR) 713 i
(lUsrrdpt (IQR))  GEIEHAM) . &
T3V —EHT, n W) EHFEHLE,

fiEHTIZIZ. SAS Version 9.3 (SAS
Institute, Cary, NC, USA) Z

776

Inc.,

(fiw BR D~ DBl )

AREIT TEAL S B RIS R ORI
T CHEMT HBIEMNIE) TN DT
D, MBENSA T F—LF - arty
NERGETHZ 20T LHE LR, Hf
72D H % & TebF 98 O E il 2SOV T OIEHR
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. Budd-ChiarEfEBHFRBAFZEEE (700D B T3 ERETF

a5 BREEFEE
= 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n ( % ) n( % ) n( % ) n( % ) n(C % ) n( % )
B EREH
15l
B 41 ( 59 ) 4( 57 ) 10( 48) 9( 69 ) 13( 68) 5( 50 )
I 29 (41 ) 3( 43) 11( 52) 4( 31) 6( 32) 5( 50 )
R 0 0 0 0 0 0
HEE R iR
fJefiE (IQR) 47.0 (34.0-62.0) 42.0 (33.0-49.0) 47.0 (36.0-62.0) 47.0(31.0-58.0) 51.0 (35.0-66.0) 44.5 (33.0-66.0)
<10 0( 0) 0( 0) 0( 0) 0¢( 0) 0( 0) 0¢( 0)
10-19 2( 38) 0( 0) 2( 10 ) 0( 0) 0( 0) 0( 0)
20-29 6 ( 9 ) 1( 14) 1( 5) 3( 23) 0( 0) 1( 10)
30-39 18 ( 26 ) 2( 29 ) 4( 19) 3( 23) 6( 32) 3( 30 )
40-49 14( 20) 3( 43) 4( 19) 1( 8) 3( 16 ) 3( 30)
50-59 10( 14) 0( 0) 4( 19) 3( 23) 3( 16 ) 0( 0)
60-69 9( 13) 1( 14) 1( 5) 1( 8) 5( 26 ) 1( 10 )
70-79 6 ( 9 ) 0¢( 0) 3( 14) 1( 8 ) 1 ( 5) 1( 10)
80+ 5( 7)) 0( 0) 2( 10) 1C 8) 1( 5) 1( 10)
KIH 0 0 0 0 0 0
HiREh
HgefiE (IQR) 420 (29.5-54.5) 42.0(32.0-49.0) 42.0(18.0-53.0) 41.5(22.0-54.5) 450 (33.0-55.0) 36.0 (29.0-68.5)
<10 1 ( 2) 0¢( 0) 1( 5)) 0¢( 0) 0¢( 0) 0¢( 0)
10-19 6 ( 9 ) 0¢( 0) 4( 21) 2( 17 ) 0¢( 0) 0¢( 0)
20-29 9( 14) 1( 14) 0( 0) 3( 25) 3¢ 17) 2( 25)
30-39 14( 22 ) 2( 29) 3( 16 ) 1( 8 ) 5( 28 ) 3( 38)
40-49 11 17 ) 3( 43 ) 4( 21) 1 ( 8 ) 3(C 17 ) 0¢( 0)
50-59 11C 17) 0( 0) 4( 21) 3( 25) 4( 22) 0( 0)
60-69 5( 8) 1( 14) 0( 0) 1 8) 2( 11) 1(C 13)
70-79 6 ( 9 ) 0¢( 0) 3( 16 ) 0¢( ) 1( 6 ) 2( 25)
80+ 1C 2) 0( 0) 0( 0) 1( 8) 0( 0) 0( 0)
KR 6 0 2 1 1 2
RIENMCHEFEFTORBER
HLfE (IQR) 1.0 (0-5.0) 0 (0-1.0) 1.0 (0-10.0) 0.5 (0-3.0) 0.5 (0-12.0) 0 (0-7.0)
<1 34( 53) 5( 71) 9( 47) 6( 50) 9( 50) 5( 63)
1-4 13( 20) 2( 29) 5( 26 ) 3( 25) 2( 11) 1( 13)
5-9 4( 6) 0( 0) 0( 0) 2( 17) 2( 11) 0( 0)
10-14 4 ( 6 ) 0( 0) 2( 11) 0¢( 0) 1 ( 6 ) 1( 13)
15-19 3( 5 ) 0( 0) 0¢( 0) 0¢( 0) 2( 11) 1( 13)
20+ 6 ( 9 ) 0( 0) 3( 16 ) 1 ( ) 2( 11) 0¢( 0)
K 6 0 2 1 1 2
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. Budd-ChiarifE R BB PHEEE (706D (CETEEREF

At BREEE
. 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n( % )
H &
Jeifgis - H 4( 19 ) 1( 20) 1C 10) 2( 33)
B 2( 10 ) 0( 0) 2( 20 ) 0( 0)
Rk 4( 19) 1( 20) 2( 20) 10 17)
blin: 6( 29) NA NA 3( 60) 2( 20) 10 17)
- Y E 3( 14) 0( 0) 3( 30) 0( 0)
T - i 2( 10 ) 0o(C 0) oC 0) 2( 33)
KB 21 8 9 4
ER#EOMEH
e - Ak 11( 16 ) 2( 29) 2( 10 ) 3( 23) 2( 11) 2( 20)
RA IR 17( 25) 2( 29) 6( 30) 4( 31) 1( 5) 4( 40)
HER 10( 14) 0( 0) 3( 15) 1( 8) 4( 21) 2( 20)
Blig) 14 ( 20 ) 0( 0) 5( 25 ) 5( 38 ) 3( 16 ) 1( 10)
HE - U [E 10( 14 ) 1( 14) 3( 15) 0( 0) 5( 26 ) 1( 10 )
JUM| e 7(C 10) 2( 29) 1( 5 ) 0( 0) 4( 21 ) 0( 0)
KIH 1 0 1 0 0 0
RIERNRIE
HY 0( 0) oC 0) oC 0 0( 0) 0( 0) 0( 0)
L 61( 92 ) 6( 8 ) 19( 90 ) 10(C 91 ) 17( 100 ) 9( 90)
N 5( 8 ) 1( 14) 2( 10) 1( 9 ) 0¢( 0) 1( 10)
KiH 4 0 0 2 2 0
HERE
IriERE
FAiE 2( 3) 0( 0) 1( 5) 1( 8) o( 0) 0( 0)
L33 1( 1) 0( 0) 0( 0) 0o( 0) 1( 5) 0( 0)
2L 64 ( 96 ) 7(100 ) 18( 95 ) 12( 92 ) 18( 95) 9( 100 )
K48 3 0 2 0 0 1
EFEKR
BEIOFRE
(A B ORI 51( 73 ) 5( 71 ) 15( 71 ) 9( 69 ) 16 ( 84 ) 6( 60 )
VLBAED D 15( 21 ) 2( 29) 5( 24) 3( 23) 3( 16 ) 2( 20)
F-&0ThD 4( 6 ) 0( 0) 1( 5) 1( 8 ) 0( 0) 2( 20 )
US| 0 0 0 0 0 0
B OlE OE
wEcRH MRy 56 (1 81 ) 5( 83 ) 16( 76) 11( 85 ) 17( 89) 7¢( 70)
WSO EDY D 10( 14) 1 17) 5( 24) 1( ) 2( 11 ) 1( 10)
B4y TTERWN 3C 4) 0( 0) 0( 0) 1¢( ) 0( 0) 2( 20)
K4 1 1 0 0 0 0
SIZADIES)
R A2 46 (67 ) 4( 57 ) 13( 62) 9( 69 ) 13( 72) 7( 70)
VB RERSS 17 (0 25 ) 3( 43) 6( 29 ) 3( 23) 5( 28) o( 0)
IFHTENTERN 6( 9) 0( 0) 2( 10) 1( 8) 0( 0) 3( 30)
KHE 1 0 0 0 1 0
I8 2r AR
A 40 ( 58 ) 4( 57 ) 14( 67) 6( 50 ) 12( 63) 4( 40)
L 5D 25( 36 ) 3( 43 ) 7( 383) 4( 33) 7( 37) 4( 40 )
OEW 4 ( 6 ) 0( 0) 0( 0) 2( 17 ) o(C 0) 2( 20)
KAH 1 0 0 1 0 0
Rz /) SEZ A I
ROREIX 22 48 (1 69 ) 5( 71 ) 15( 71) 7( 54) 15( 79) 6( 60 )
HHRREE 17( 24) 2( 29) 4( 19) 5( 38) 4( 21) 2( 20)
DL REDDVRSEEBA TS 5( 7) 0¢( 0) 2( 10 ) 1 ( 8 ) 0¢( 0) 2( 20 )
KAH 0 0 0 0 0 0
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%. Budd-ChiarifEREHRPFEE (700 ICHH2EREF

e HEEE
. =a 20154 20164 20174 20184 20194F
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n( % )
H ZHEECEIIRE
A fER
mHLE
1 8( 12) 0o( 0) 2( 10) 2( 15) 2( 1) 2( 20)
2 26 ( 38 ) 3( 43 ) 10( 48) 4( 31) 6( 33) 3( 30)
3 20( 29 ) 3( 43) 4( 19) 5( 38) 7( 39) 1( 10)
4 8( 12) 10 14) 3( 14) 1( 8) 2( 1) 1( 10)
5 7C 10) 0( 0) 2( 10) 1( 8) 1( 6) 3( 30)
psiz! 1 0 0 0 1 0
FEER
K
B 36( 51 ) 4( 57) 12( 57) 7( 54) 7( 37) 6( 60)
L 34 ( 49 ) 3( 43) 9( 43) 6( 46 ) 12( 63 ) 4( 40 )
/<! 0 0 0 0 0 0
FRRVRAE, TR R
oY) 36 ( 51 ) 4( 57) 14( 67) 5( 38) 8( 42) 5( 50 )
7L 34 ( 49 ) 3( 43) 7( 33) 8( 62) 11( 58) 5( 50)
KHH 0 0 0 0 0 0
g B D ERIR A% 3
oY) 30( 43 ) 3( 43) 14( 67 ) 3( 23) 7( 37) 3( 30)
7oL 40( 57 ) 4( 57) 7( 83) 10( 77 ) 12( 63 ) 7( 70)
YS! 0 0 0 0 0 0
i, R
HH 5 ( 7)) 0( 0) 3( 14) 0( 0) 1( 5) 1( 10)
7L 65( 93 ) 7(100) 18( 8 ) 13( 100 ) 18( 95) 9( 90)
RIE 0 0 0 0 0 0
i+ H i A 1)
B 32( 46 ) 2( 29) 11( 52) 5( 38) 9( 47) 5( 50 )
L 38( 54 ) 5( 71) 10( 48 ) 8( 62) 10( 53 ) 5( 50 )
ySiz! 0 0 0 0 0 0
T, TR RERE
HY 38 ( 55) 3( 43 ) 10( 48 ) 7( 54) 12( 67 ) 6( 60 )
7L 31( 45) 4( 57) 11( 52) 6( 46 ) 6( 33) 4( 40)
USi:| 1 0 0 0 1 0
Sy th i A7 - 1 E R
2] 19 ( 51 ) 3( 38) 10( 53) 6( 60)
7L 18 ( 49 ) NA NA 5( 63) 9( 47) 4( 40 )
USi"| 5 5 0 0
BT R
HH 6(C 17 ) 2( 25) 4(C 21 ) 0( 0)
2L 30( 83) NA NA 6( 75) 15( 79 ) 9( 100 )
Y3 6 5 0 1
PR IRIE T E 1 T i
B 17( 49 ) 2( 25) 12( 63) 3( 38)
7L 18( 51 ) NA NA 6( 75) 7( 37) 5( 63 )
KR 7 5 0 2
o e
»HH 27( 73) 4( 50 ) 16 ( 84 ) 7( 70)
7L 10( 27) NA NA 4( 50 ) 3( 16 ) 3( 30)
KR 5 5 0 0
JiE R
B 10( 27) 2( 25) 4( 21) 4( 40)
7L 27( 73) NA NA 6( 75) 15( 79) 6( 60)
KAE 5 5 0 0
M -
Ho 5( 14) 2( 25) 0( 0) 3( 30)
7L 32( 86 ) NA NA 6( 75 ) 19( 100 ) 7¢C 70)
KIH 5 5 0 0
B P IE R
Y] 12( 32) 2( 25) 4( 21) 6( 60 )
7L 25( 68 ) NA NA 6( 75) 15( 79) 4( 40)
KA 5 5 0 0
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. Budd-ChiarifE{XBEFHHEREF (706D ICEH2EEAEF

szt HRIEEE
EE 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n( %
B. BEmMR

@ BEK.CT. MR, [RREGHERE
FFERIR « S T IR C R R)

BALF 13( 19) 2( 29) 6( 32) 2( 17) 1( 5) 2( 20
sz 32( 48 ) 2( 29) 9( 47) 6( 50 ) 11( 58) 4( 40
EiES 22( 33 ) 3( 43) 4( 21) 4( 33) 7( 37) 4( 40
KR 3 0 2 1 0 0
JH R 3= 50RO T R ERIR O - LR
k) 31( 48 ) 2( 33) 6( 32) 7( 58 ) 11( 61) 5( 56
2L 33( 52) 4( 67 ) 13( 68) 5( 42) 7( 39) 4( 44
KIH 6 1 2 1 1 1
FFERAIR D i
kol 19( 33 ) 0( 0) 7( 41) 3( 30) 6( 38) 3( 33
2L 39( 67 ) 6( 100 ) 10( 59 ) 7( 70) 10( 63) 6( 67
KIH 12 1 4 3 3 1
FF 5 B 1f 35 957 7
SiHAL 13( 52 ) 4( 80 ) 4( 33) 5( 63
R AN 12( 48 ) NA NA 1( 20) 8( 67) 3( 38
K8 17 8 7 2
FIRAR T P P RA:
BATF 35( 97) 8( 100 ) 18( 95) 9 ( 100
ez 0( 0) NA NA 0( 0) 0¢( 0) 0¢( 0
PHZE 1( 3) o( 0) 1( 5) 0( o0
K48 6 5 0 1
e gk o HE I
& 30( 81) 5( 63 ) 17( 89) 8( 80
7L 7C 19) NA NA 3( 38) 2(C 11) 2( 20
K8 5 5 0 0
Aol IR R
H 20 ( 54 ) 2( 25) 11( 58) 7( 170
7L 17( 46 ) NA NA 6( 75) 8( 42) 3( 30
K8 5 5 0 0
JF AR BENE R
HY 42 (1 61 ) 2( 29 ) 15( 75 ) 9( 69 ) 9( 47 ) 7(C 170
L 27( 39 ) 5( 71 ) 5( 25) 4( 31 ) 10( 53) 3( 30
Y| 1 0 1 0 0 0
JF P RE PRI 2
HY 8( 11) 1( 14) 3( 14) 1 ( 8 ) 1 ( 5) 2( 20
L 62( 89 ) 6( 8 ) 18( 8 ) 12( 92 ) 18( 95) 8( 80
K8 0 0 0 0 0 0
AR
BAAF 20( 30 ) 1( 14) 8( 42) 4( 31) 5( 26 ) 2( 22
—HPAIE 13( 19) 1( 14 ) 1( 5) 4( 31) 4( 21) 3( 33
RCPHZE 18( 27) 3( 43) 7( 387) 2( 15) 5( 26 ) 1 1
—FCPHZE 16 ( 24 ) 2( 29) 3( 16 ) 3( 23) 5( 26 ) 3( 33
K8 3 0 2 0 0 1
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. Budd-ChiarfERBSIRBEERE (700D ICB T2 EREF

ast REEE
=g 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n( % )
@ TAHIK. FHIRERSIUVERE
RPN
BATF 12( 31) 2( 67) 3( 23) 1( 13) 4( 36 ) 2( 50)
Az 17( 44) 1( 33) 6( 46 ) 5( 63) 4( 36 ) 1( 25)
PAZE 10( 26 ) 0( 0) 4( 31) 2( 25) 3( 27) 1( 25)
KR 31 4 8 5 8 6
il
BATF 6( 33) 0( 0) 6( 50) 0( 0)
— P 2( 1) 0( 0) 0( 0) 2( 67)
jﬂzFﬂ% 5( 28) 2( 67) 3( 25) 0( 0) NA NA
ZRPA%E 5( 28) 1( 33) 3( 25) 1( 33)
Hesz 0o( 0) 0( 0) ( 0) ( 0)
K48 23 4 9 10
AR A T
HY 14( 70 ) 3( 60 ) 8( 73) 3( 75)
2L 2( 10 ) NA NA 1( 20) 0( 0) 1( 25)
B 4( 20 ) 1( 20) 3( 27) 0( 0)
K48 22 8 8 6
Fr R AR B M &
2l 9( 43) 2( 40) 4( 36) 3( 60)
L 4( 19 ) NA NA 1( 20) 2( 18) 1( 20)
AH 8( 38) 2( 40 ) 5( 45) 1( 20)
KR 21 8 8 5
S T R IRIE
Fr i (IQR) 17.3 (13.0-20.0) NA 17.3 (9.5-19.5) NA 17.0 (17.0-26.0) NA
KAR 27 13 14
JFFRARE
g (IQR) 26.0 (19.5-35.8) NA 23.0 (18.5-48.0) NA 26.0 (19.0-42.5) NA
USi: 33 17 16
PAZENF &R
P (IQR) 37.5 (27.0-49.0) NA 27.0 (20.0-250) NA 38.0 (37.0-49.0) NA
KB 34 18 16
Mmik-ELPRESF
ARMmERE (10" 1 L)
i (IQR) 446 (391-505) 445 (420-483) 454 (390-504) 505 (436-553) 438 (385-474) 433 (327-516)
5 12( 19 ) 1( 14) 4( 20 ) 3( 27) 2( 12 ) 2( 25)
gf;%éggf;92) 33( 52) 4( 57) 11( 55) 6( 55) 9( 53) 3( 38 )
KT 18 ( 29 ) 2( 29) 5( 25) 2( 18) 6( 35) 3( 38)
K 7 0 1
M ERER (10°/ 1 L)
P (IQR) 55(4.3-9.7) 50(36-98) 45(3.7-58) 75(51-102) 59 (48-76) 9.8 (4.6-12.9)
EH 19( 29 ) 2( 33) 3( 14 ) 6( 46 ) 3( 18) 5( 56 )
1% (3.3-8.6) 41( 62 ) 3( 50) 14( 67) 6( 46 ) 14( 82) 4( 44 )
KT 6( 9) 10 17 ) 4( 19) 1( 8) 0( 0) 0( 0)
KB 4 1 0 0 2 1
~EZEE Y (g/dl)
Y EREREF S 133 2 2.7 133 % 35 128 & 22 146 = 23 129 = 25 134 % 35
7 7(C 10) 10 17 ) 1( 5) 2( 15) 1( 6) 2( 20)
%
(%:13.7-16.8, 37( 54) 3( 50) 11( 52) 9( 69) 9( 50) 5( 50)
#:11.6-14.8)
KT 24 ( 35) 2( 33) 9( 43) 2( 15) 8( 44) 3( 30)
KiE 2 1 1 0
/MR (10" 1 1L)
P (IQR) 145 (9.8-22.8) 14.0(12.6-20.3) 13.7(11.2-19.1) 14.6 (14.3-17.1) 12.7 (8.9-23.9) 14.9 (9.3-52.3)
5 10C 15 ) 1( 14) 2( 10) 1( 8) 3( 17) 3( 30)
1E%# (15.8-34.8) 14( 21) 1( 14) 4( 20) 3( 23) 4( 22) 2( 20)
KT 44 (65 ) 5( 71 ) 14( 70) 9( 69 ) 11( 61) 5( 50)
K48 2 0 1 0 1 0
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. Budd-ChiarifE R #HF R EBE (706 ITHFEERBEF

P REEE
= 20154 20164 20174 20184 20194
e N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n( % )

PT (%)

A8 AR 62 + 26 49 + 25 64 % 28 74+ 26 59 % 24 58 = 30

b5 0( 0) 0( 0) 0( 0) 0¢( 0) 0( 0) 0( 0)

1EH; (70-140) 30( 45) 2( 29) 12( 60) 6( 50) 7( 37) 3( 33)

KT 37( 55) 5( 71) 8( 40) 6( 50) 12( 63) 6( 67)

il 3 0 1 1 0 1
INR

i (IQR) 1.23 (1.11-1.46 1.38 (1.16-1.611.14 (1.08-1.61,1.17 (1.10-1.39,1.25 (1.14-1.41,1.33 (1.22-1.54;

L5 36( 55) 5( 71) 7( 39) 5( 42) 11( 58) 8( 80)

1E %% (0.80-1.20) 30( 45 ) 2( 29) 11( 61) 7( 58) 8( 42) 2( 20)

KT 0( 0) 0¢( 0) 0( 0) 0( 0) 0( 0) 0( 0)

KR 4 0 3 1 0 0
TNTI(g/dL)

L fiE (IQR) 38 (3.1-44) 40(22-44) 3.7(3.1-44) 43(3.1-44) 35(29-41) 34(3.1-43)

KT 10 1) 0( 0) 1( 5) 0( 0) 0( 0) 0( 0)

ERE L A

(=4.1) 69 ( 99 ) 7(100) 20( 95) 13( 100 ) 19( 100 ) 10( 100 )

K 0 0 0 0 0 0
ToE=T (ng/dl)

e fE (IQR) 68 (46-98) 70 (38-92) 70 (46-83) 81 (53-114) 57 (48-94) 61 (19-206)

IS S 20( 51) 2( 67) 5( 56 ) 4( 57) 7( 44) 2( 50)

i?ﬁf:‘ﬂfw 19 49 1( 33) 4C 44) 3( 43) 9( 56) 2( 50)

KA 31 4 12 6 3 6
AST(U/L)

L fiE (IQR) 33 (26-53) 48 (36-85) 32 (26-51) 29 (27-57) 31 (26-45) 33 (19-104)

5 38( 54 ) 7(100) 11( 52) 5( 38) 10( 53) 5( 50 )

iiffl‘i‘m 32( 46) 0( 0) 10( 48) 8( 62) 9( 47) 5( 50)

<l 0 0 0 0 0 0
ALT(U/L)

e fiE (IQR) 27 (19-46) 30 (22-73) 25 (18-45) 27 (20-34) 26 (17-41) 37 (25-79)

Se2S 26 ( 38) 2( 29) 9( 45) 3( 23) 6( 32) 6( 60)

EHE T

(9%:<42, 43( 62) 5( 71) 11( 55) 10( 77 ) 13( 68) 4( 40)

#:<23)

il 1 0 1 0 0 0
vy -GTP(U/L)

L fiE (IQR) 91 (46-164) 109 (45-154) 86 (49-142) 100 (65-203) 112 (44-212) 76 (35-162)

5 54 ( 78 ) 5( 71) 16( 80 ) 11( 85 ) 14( 74) 8( 80)

EHELITET

(% :<64, 15( 22 ) 2( 29) 4( 20) 2( 15) 5( 26 ) 2( 20)

4:<32)

KRR 1 0 1 0 0 0
ALP(U/L)

L fiE (IQR) 333 (253-504) 425 (276-511) 307 (224-466) 355 (253-389) 377 (310-656) 282 (212-363)

[5e=8 35( 52 ) 4( 57) 8( 40) 7( 54) 14( 74 ) 2( 25)

i@f{”iﬁ? 32( 48) 3( 43) 12( 60) 6( 46) 5( 26) 6( 75)

il 3 0 1 0 0 2
BEeULE Y (mg/dL)

i fiE (IQR) 1.7 (0.9-24) 18(1.1-37) 1.3(0.8-2.1) 2.1 (1.4-24) 20(1.1-26) 1.2(0.8-2.8)

k5 37( 53) 4( 57) 7( 33) 8( 62) 14( 74 ) 4( 40 )

i’f;f:‘i‘m 33 47)  3( 43) 14( e7) 5( 38) 5( 26) 6( 60)

KAH 0 0 0 0 0 0
EHEE YL (mg/dL)

HRE (IQR) 05 (0.2-1.0) 05(0.2-0.7) 05(0.2-1.1) 0.7 (05-1.0) 05(0.3-1.0) 0.5 (0.2-0.8)

|- 5 35( 66 ) 4( 67) 9( 64) 7( 88) 10( 59 ) 5( 63)

iﬁfif:‘ﬂfw 18¢ 34) 2( 33) 5( 3) 1( 13) 7( 41) 3( 38)

Sl 17 1 7 5 2 2
HBsHL

[Z1E8 0( 0) 0¢( 0) 0( 0) 0( 0) 0¢( 0) 0( 0)

(£33 68 ( 97 ) 7( 100 ) 21( 100 ) 13( 100 ) 18( 95) 9( 90)

AR 2 ( 3) 0( 0) 0( 0) 0( 0) 1( 5 ) 1( 10)

Sl 0 0 0 0 0 0
HCVHiiA

Fhit 3( 4) 0( 0) 1( 5) 1( 8) 1( 5) 0( 0)

fat 65( 93 ) 7(100 ) 20( 95 ) 12( 92) 17( 89) 9( 90)

R 2( 3) 0( 0) 0( 0) 0o( 0) 1( 5) 1( 10)

KA 0 0 0 0 0 0
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. Budd-ChiarifE R B FRPFEE (704 I2E+H2E=AF

a5 REFEE
= 8 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n( % ) n( % ) n(C % )
REERE
BB ERRIE
H 45( 75 ) 4( 67 ) 13( 68) 7( 78 ) 15( 83) 6( 75)
L 15( 25 ) 2( 33) 6( 32) 2( 22) 3¢ 17 ) 2( 25)
RiH 10 1 2 4 1 2
F1 28 ( 62 ) 2( 50 ) 9( 75) 6( 75) 8( 53) 3( 50)
F2 13( 29 ) 2( 50 ) 2( 17) 1( 13) 6( 40 ) 2( 33)
F3 4( 9) 0( 0) 1( 8) 1( 13) 10 7)) 1C 17)
R 25 3 9 5 4 4
RC- 29( 64 ) 4( 100 ) 9( 69 ) 5( 71 ) 7(C 47) 4( 67 )
RC+ 9( 20) 0( 0) 2( 15 ) 1( 14) 6( 40 ) 0¢( 0)
RC++ 5( 11) 0¢( 0) 2( 15) 1( 14) 2( 13) 0( 0)
RC+++ 2( 4 0( 0) 0( 0) 0( 0) 0( 0) 2( 33)
YS! 25 3 8 6 4 4
EhidR
H 16 ( 27) 2( 33) 4( 21) 3( 33) 4( 22) 3( 43)
7L 43 ( 73 ) 4( 67 ) 15( 79) 6( 67 ) 14( 78) 4( 57)
Y| 11 1 2 4 1 3
F1 11( 73) 0( 0) 2( 67) 2( 67) 4( 100 ) 3( 100 )
F2 3( 20 ) 2( 100 ) 1( 33) 0¢( 0) 0¢( 0) 0¢( 0)
F3 10 7)) 0( 0) 0( 0) 1( 33) 0( 0) o( 0)
K8 55 5 18 10 15 7
Lg—c 8( 53) 1( 50 ) 2( 67) 1( 33) 2( 50 ) 2( 67)
Lg—f 4( 27) 1( 50 ) 1( 33) 2( 67 ) 0( 0) 0¢( 0)
Lg-cf 3( 20) 0( 0) 0( 0) 0( 0) 2( 50) 1( 33)
Y| 55 5 18 10 15 7
BT PEFR R
HY 4( 7)) 0( 0) 2( 11) 1( 11) 1( 6 ) 0( 0)
7L 55( 93 ) 6( 100 ) 17( 89 ) 8( 89 ) 17( 94) 7( 100 )
VS| 11 1 2 4 1 3
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. Budd-ChiarEfEBHFRBAFZEE (700D B T3 EREF

a5 REFEE
= 8 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n ( % ) n( % ) n( % ) n( % ) n( % ) n( %
FFRBEERENRE
FHEIR DS 1
H 15( 94 ) 2( 100 ) 4( 80) 4( 100 ) 4( 100 ) 1.( 100
L 1 ( 6 ) 0( 0) 1( 20) 0¢( 0) 0 ( 0) 0( 0
RIE 54 5 16 9 15 9
ol IR R
H 6( 75) 3( 100 ) 2( 50 ) 1( 100
2L 2( 25) NA NA 0( 0) 2( 50) 0( o
R 34 10 15 9
AL
H 14( 88 ) 2( 100 ) 3( 60) 4( 100 ) 4( 100 ) 1.( 100
L 2( 13) 0( 0) 2( 40) 0( 0) 0( 0) 0( o
K 54 5 16 9 15 9
JHEE DR - F A4
HY 6( 75 ) 3( 100 ) 2( 50 ) 1( 100
L 2( 25) NA NA 0( 0) 2( 50) 0(C o0
K7 34 10 15 9
5o I P TR 28
k2] 8( 50) 1( 50) 2( 40) 1( 25) 4 ( 100 ) 0( 0
L 8( 50) 1( 50) 3( 60) 3( 75) 0( 0) 1.( 100
Vi 54 5 16 9 15 9
SR OYEE
»H 6( 86 ) 2( 100 ) 3( 75) 1( 100
2L 1( 14) NA NA 0( 0) 1( 25) 0( o0
Vi 35 11 15 9
L PR AE
ko) 6( 75) 3( 100 ) 2( 50) 1( 100
L 2( 25) NA NA 0oC 0) 2( 50) o(C o
Vi 34 10 15 9
JH/NEED R
ko) 3( 21) 1( 50 ) 1( 20) 1( 33) 0( 0)
2L 11C 79) 1( 50) 4( 80) 2( 67) 4( 100 ) NA
Vi 46 5 16 10 15
L BRI O ARAEA L.
» 7( 88) 3( 100 ) 4( 100 ) 0o( o
L 1( 13) NA NA 0( 0) 0( 0) 1( 100
Vi 34 10 15 9
HL B A ZEAR AR L
Y 4( 50) 2( 67) 2( 50 ) o( o
L 4( 50 ) NA NA 1( 33) 2( 50) 1( 100
KR 34 10 15 9
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. Budd-ChiarifE{XBEFHHEREF (706D ICEH2EEAEF

ot HRIEEE
. 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n(C % ) n( % ) n(C % ) n( % ) n( % )
C. ERIZE
ATERAMNAT 36( 97 ) 8( 100 ) 18( 95 ) 10( 100 )
BRI AT 1% ( 3) NA NA 0¢( 0) 1% ( 5) 0¢( 0)
A 0( 0) 0( 0) 0 ( ) 0( 0)
Y| 5 5 0 0
* FROMR Al Choor= 5 BIE, IFAMAIREAZE0E
B RBESEB
REE(EBER)
ITEE OB RO
HY 1 ( 1) 0( 0) 1( 5) 0¢( 0) 0( 0) 0¢( 0)
2L 66 ( 99 ) 7(100 ) 19( 95) 12( 100 ) 18( 100 ) 10( 100 )
KIR 3 0 1 1 1 0
B O MR B O A T
Y 0 ( 0) 0 ( 0) 0¢( 0) 0¢( 0) 0( 0) 0¢( 0)
2L 66 ( 100 ) 7( 100 ) 20( 100 ) 12( 100 ) 17( 100 ) 10( 100 )
KIH 4 0 1 1 2 0
VLA OFFIR AR SE DA 1
k2l 0( 0) 0( 0) 0( 0) 0( 0) 0( 0) o( 0)
2L 67 ( 100 ) 7( 100 ) 20( 100 ) 11( 100 ) 19( 100 ) 10( 100 )
KIH 3 0 1 2 0 0
B
B 5
HY 4( 6 ) 0( 0) 1( 5) 2( 15) 1( 5) 0¢( 0)
2L 66 ( 94 ) 7(100 ) 20( 95) 11( 8 ) 18( 95) 10( 100 )
KIH 0 0 0 0 0 0
M5
& 7( 10) 1( 14) 0( 0) 0( 0) 3¢ 17) 3( 30)
2L 62 ( 90 ) 6( 8 ) 21( 100 ) 13( 100 ) 15( 83 ) 7( 70)
KIH 1 0 0 0 1 0
F R A E
HY 5( 7)) 0¢( 0) 2( 10) 1 ( 8 ) 1( 5) 1( 10)
7L 64 ( 93 ) 6( 100 ) 19( 90 ) 12( 92 ) 18( 95) 9( 90 )
Y| 1 1 0 0 0 0
Z DA
HY 17( 25 ) 3( 50) 5( 26 ) 2( 15 ) 5( 26 ) 2( 20 )
L 50( 75 ) 3( 50 ) 14( 74 ) 11( 85 ) 14(C 74 ) 8( 80)
KR 3 1 2 0 0 0
28
B IR EE
18 0( 0) 0( 0) 0( 0) 0( 0) 0( 0) 0o( 0)
[E3FS 14( 22 ) 1( 14) 1( 5) 6( 50 ) 4( 25) 2( 25)
I 19( 30) 3( 43) 8( 38) 2( 17) 5( 31) 1( 13)
2 | ZHEAL, 25( 39 ) 2( 29) 9( 43) 3( 25) 7( 44) 4( 50)
BIRIZEAL 6( 9) 1( 14) 3( 14) 1( 8) 0( 0) 1( 13)
a2k 0¢( 0) 0¢( 0) 0( 0) 0( 0) 0¢( 0) 0( 0)
K8 6 0 0 1 3 2
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. Budd-ChiarifE{XBEFHHEREF (706D ICEH2EEAEF

ot HRIEEE
. : 20154 20164 20174 20184 20194
N=70 N=7 N=21 N=13 N=19 N=10
n ( % ) n( % ) n( % ) n( % ) n( % ) n( % )
N aETOM
= - P cETIaE
PN T —T I L D BT - FEAEAT
H 23 ( 51 ) 1( 20) 10( 56 ) 6( 60) 4( 50) 2( 50)
L 22 ( 49 ) 4( 80 ) 8( 44) 4( 40 ) 4( 50 ) 2( 50)
K17 25 2 3 3 11 6
AT N
» 6( 13) 0( 0) 3¢ 17) 2( 73) 0( 0) 1( 25)
L 39( 87) 5( 100 ) 15( 83 ) 8( 27) 8( 100 ) 3( 75)
KIH 25 2 3 3 11 6
PFIZE - S22 B4 D T4l
FRFE AR AT
k2l 0( 0) 0( 0) 0( 0) 0( 0) 0( 0) o( 0)
7L 39 ( 100 ) 5( 100 ) 17.( 100 ) 6 ( 100 ) 7( 100 ) 4( 100 )
KIH 31 2 4 7 12 6
PZEE 22 FLIR
& 1(C 3) 0( 0) 0( 0) 1( 14) 0( 0) 0( 0)
2L 39( 98) 5( 100 ) 17.( 100 ) 6( 86 ) 7( 100 ) 4 ( 100 )
K 30 2 4 6 12 6
KRS v R
HY 1( 2 ) 0¢( 0) 0( 0) 0( 0) 1( 13) 0( 0)
7L 40 ( 98 ) 5( 100 ) 17.( 100 ) 7( 100 ) 7( 88) 4( 100 )
KB 29 2 4 6 11 6
PR
HY 1 ( 3) 0¢( 0) 0( 0) 0¢( 0) 1( 14) 0¢( 0)
L 38( 97) 5( 100 ) 16 ( 100 ) 7( 100 ) 6( 86 ) 4( 100 )
pSi| 31 2 5 6 12 6
BiE- BRIk, BEBETEICTSRE
PNARBEAOE L7 5
HY 8( 20 ) 0( 0) 4( 25) 2( 29 ) 2( 20 ) 0oC 0)
L 32( 80) 4( 100 ) 12( 75) 5( 71) 8( 80) 3( 100 )
K7 30 3 5 6 9 7
NSRS 2570
» 9( 23) 0( 0) 3( 20) 1( 14) 4( 40) 1( 33)
2L 30( 77 ) 4( 100 ) 12( 80 ) 6( 86 ) 6( 60) 2( 67)
KIH 31 3 6 6 9 7
T
k2l 10 3) 0( 0) 1C 7)) 0( 0) 0( 0) 0( 0)
2L 37( 97) 4( 100 ) 13( 93) 7( 100 ) 10( 100 ) 3( 100 )
KiH 32 3 7 6 9 7
B EEESEICETSIER
HAEE | 1 ( 1) 0( 0) 0¢( 0) 1 ( 8 ) 0¢( 0) 0( 0)
BEIEE I 7¢ 10) 0( 0) 1( 5) 1( 8) 3( 16 ) 2( 20 )
HIEE T 44 ( 64 ) 5( 71 ) 14( 67 ) 7( 58) 14( 74) 4( 40 )
HIEEIV 10( 14) 2( 29) 3( 14) 2( 17) 1( 5) 2( 20)
HIEEV 7C 10) 0¢( 0) 3( 14) 1( 8 ) 1 ( ) 2( 20 )
K 1 0 0 1 0 0
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#z. Budd-ChiarifEfEH I RBEREF (00D [CH T EREF

s REEE
He 20154 20164 20174 20184 20194
mE N=70 N=7 N=21 N=13 N=19 N=10
n (% ) n( % ) n( % ) n(C % ) n(C % ) n( % )
B AIFREBICETIEE
EROFE
»HH 2( 7)) o(C 0) 1( 6) oC 0) 1( 100 )
L 27( 93) 7(100) 16( 94 ) 4( 100 ) NA 0( 0)
Ui 22 0 4 9 9
EFERR
TH
EA 28( 97) 1( 100 ) 4( 100 ) 7( 100 ) 9( 100 ) 7( 88)
o3 B) o( 0) o( 0) o( 0) o( 0) o( 0) o( 0)
248 1( 38) 0( 0) 0( 0) 0( 0) 0( 0) 1( 13)
K8 41 6 17 6 10 2
N LRy RERE)
EA 25( 86 ) 1( 100 ) 2( 67) 6( 86) 9( 100 ) 7( 78)
R B 10 38) o( 0) 1( 33) o( 0) o( 0) 0 ( )
4B 1( 3) 0( 0) 0( 0) 1( 14) o( 0) o( 0)
258 2( 7)) o( 0) o( 0) 0( 0) 0( 0) 2( 22)
41 6 18 6 10 1
R
EhvA 27( 93) 1( 100 ) 4( 100 ) 6( 100 ) 9( 100 ) 7( 78)
oy Bh 5B 2 ( 7)) 0o( 0) 0o( 0) 0o( 0) 0o( 0) 2( 22)
RIE 41 6 17 7 10 1
ML EIE
EA 26 (90 ) 1( 100 ) 2( 67) 7( 100 ) 9( 100 ) 7( 78)
o8 1( 38) 0( 0) 1( 33) 0( 0) 0o( 0) 0o( 0)
248 2( 7)) o( 0) o( 0) o( 0) o( 0) 2( 22)
RIE 41 6 18 6 10 1
NG
ERA 25( 83) 1( 100 ) 2( 50) 7( 100 ) 9( 100 ) 6( 67)
EANBY A 5( 17) 0o( 0) 2( 50) 0o( 0) 0o( 0) 3( 33)
Y€z 40 6 17 6 10 1
AT
ERVA 25( 83) 1( 100 ) 2( 50) 6( 86 ) 9( 100 ) 7( 78)
RSB 2( 1) 0o( 0) 2( 50) 0o( 0) 0o( 0) 0o( 0)
oA Bh 1( 3 ) o( 0) o( 0) 1( 14 ) oC 0) oC 0)
iyl 2( 7)) o( 0) o( 0) 0( 0) o( 0) 2( 22)
W B 5 40 6 17 6 10 1
ERyA 24( 80 ) 1( 100 ) 2( 50) 7( 100 ) 8( 89) 6( 67)
oy I8 3( 10) 0( 0) 1( 25) 0( 0) 10 1) 10 1)
hg 3( 10) 0( 0) 1( 25) 0( 0) 0( 0) 2( 22)
RIE 40 6 17 6 10 1
EA 28 ( 93 ) 1( 100 ) 4( 100 ) 7( 100 ) 9( 100 ) 7( 78)
4 Bh 0( 0) 0( 0) 0(C 0) o( 0) 0o( 0) 0o( 0)
I B) 2( 7)) 0o( 0) 0o( 0) 0o( 0) 0o( 0) 2( 22)
KiE 40 6 17 6 10 1
PEffa hr— 1
ERvA 28( 93) 1( 100 ) 4( 100 ) 7( 100 ) 9( 100 ) 7( 718)
o8 0( 0) 0( 0) 0( 0) 0( 0) 0( 0) o( 0)
£V 2( 1) 0( 0) 0( 0) 0( 0) 0( 0) 2( 22)
KR 40 6 17 6 10 1
PepRa b —v
SR 27( 93 ) 1( 100 ) 4( 100 ) 7( 100 ) 9( 100 ) 6( 75)
o8 o( 0) 0o( 0) 0o( 0) 0o( 0) 0o( 0) 0( 0)
£Vl 2( 7)) 0o( 0) 0o( 0) o( 0) 0o( 0) 2( 25)
KiE 41 6 17 6 10 2
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#1. BEFF2, LOHFOEFRET (20214 1874)

% e R MiER i L) LOHF
15248 (n=83) (n=34) (n=33) (n=0)
8B4k 30:44 19:15 12:23 -
fFi (FiyLsD) 532+ 204 510 254 5.5+£177 -
BEIZ+ T (%) 1.2 14.7 11.4 -
EREE (%) 56.6 550 486 -
EE (%) 58.5 55.0 68.6 -
FFgeist e R MiER i L) LOHF
354 (n=22) (n=9) (n=3) (n=1)
B4 1m:11 5:4 3:0 1:0
£ (FH+SD) 56.5 = 24.9 53.0 + 16.1 46.3 =107 34
BEIZ+ U7 (%) 50 0 0 0
ERER (%) 00.5 100 100 100
IWEE (%) 80.0 100 66.7 100

2. BWERFARE, LOHF ES] O &iE I BELL LB 31T 5 S AR A

BIEATZ+LOHF AR i A A LOHF
(n=69) (n=34) (n=35) (n=0)
(%) (%) (%) (%)
afr | | B | | e | B | A | e | B | A | e | BE
et 11/58 (19.0) 8129 (27.6) 3/29 (10.3) -
YE 7R a
PR 0w | 430 | 718 0/10* | 4/30* | 7/18 0/10* | 4/30* [ 7/18 | - 1 -
s 58/65 (89.2) 25/31 (80.6) 33/34 (97.)" -
B 9/10 | 28/33 | 21/22 | 28/33 | 21/22 9/10 | 28/33 | 21/22 [ - 1 -
Wk 31/61 (50.8) 12/29 (41.4) 19/32 (59.4) -
4/10 | 1431 [ 13/20 | 14131 | 13720 4/10 | 1431 [ 13/20 | - 1 -
— 2/63 (3.2) 2/31 (6.5) 0/32 (0) -
- 1711 | 133 | 019 | 133 | on9 1711 | 133 | o0n9 [ - 1 -
o 30/58 (51.7) 20/29 (69.0) 10/29 (34.5) -
- 2/10 | 17/30 | 11/18 | 17/30 | 11118 2110 | 17/30 | 11/18 [ - 1 -
. 19/28 (67.9) 13/16 (81.3) 6/12 (50.0) -
o C
MERAEE 2/4 ] 1015 | 719 | 10015 | 79 2(4 ] 1015 [ 79 [ - 1 -
TR & 5 9/28 (32.1) 4115 (26.7) 5/13 (38.5) -
EES o5 | 415 | 58 | 415 | 58 o5 | 415 | /8 | - [ -
PiE7- = 38/49 (77.6) 13/18 (72.2) 25/31 (80.6) -
R g8 | 14124 | 16017% | 1424 [ 16117% | 8% | 1424 [ 16117% I
e 15/37 (40.5) 6/17 (35.3) 9/20 (45.0) -
- 05* | 621 | 911 | 621 | 9m 05* | e/21* | 911 [ - 1 -
- 20/46 (43/5) 6/21 (28.6) 14/25 (56.0) -
PRI 2/9 | 1023 | 8/14 | 1023 | 8/14 2/9 | 1023 | 8/14 [ - 1 -

R >38°C F 72 13<36°C, P ARITI%L: >90/43, MEWEL: >20/43 % 7= 1% PaCO2: <32 Torr
#p<0.05vs AMEM, *p<0.05vs F4HiE, &p<0.05vs FE1- by x square tests and residual analysis
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# 3. BMEFAE, LOHF JEGI D BiE I ELL EHBIRIZIS T 2 MRHRZART A

BIENT 2 + LOHF (n=69) AR (n=34) iz 42 (n=35) LOHF
B | wmE | B B | e | B B | e | B (n=0)
PT 34.9420.0 40.4%25.2 28.5+8.4
(sec) 25.5+13.0 | 37.5+24.2 | 37.6+13.9 | 28.4+16.8 | 43.8+28.9 | 44.3+20.3 | 21.846.4 [27.3+7.0 | 33.848.2 j
PT 25.7x15.2 25.3x18.9 26.1+10.1
(%) 37.4%£19.6 | 25.0+13.7 | 20.5x11.4 | 36.4+27.7 | 23.3£16.8 | 22.1¥165 | 38.429.9 [75+7.2 | 19.3%6.4 )
PRINR 3.2£1.8 3.7£2.2 2.610.8 |
22+#1.2 [32£19 [ 36217 26£1.6 | 3.8x24 | 42422 18404 [24+06 | 3.1x0.8
ATII 43.6128.3 50.3£28.6 38.8+28.1
(%) 27.2+12.6 | 47.5£33.4 | 4854265 | 28.0+17.8 | 6344287 | 39 25,27  [28.3£30.5 [ 49.9+28.3 i
albumin 3.0£0.6 3.2+0.6 2.8+0.6
(g/dl) [30+05 [ 3.0+0.6 | 3.0#0.7 | 3.3:03 [ 31:07 [33%08 27204 | 29+06 [ 2706 )
T.BIil 13.3+9.0 8.146.2 19.1+8.2
(mg/dL) 9.1#6.9 [ 14.7£10.2 | 13.7#8.0 43+39 | 86+72 | 95+#51 |[13.9457 [ 23.0¢75 | 17.5¢85 )
D.BIl 9.146.2 5.8+4.3 12.3t6.2
(mg/dL) 55+3.8 [ 103#6.6 | 9.1+6.2 | 3629 [ 6.6+53 | 5630 [ 7.3x39 [ 14.7#52 [ 11.746.9 )
DIT 1 0.6£0.2 0.6£0.2 0.6£0.2 |
06+0.2 [ 06+02 [ 06+02 [ 07#01 | 0.6x0.2 [ 0.620.1 06+0.2 | 07202 [ 0.6%0.2
AST 639 [30-25707 2224.5[30-25707] 149 [31-1147]
(UL 269 737 7125 2145 2457 2282 [69- 142 122 224 [53- -
[30-5383] | [31-11720]| [53-25707] [30-5383] | [207-11720]  25707] [38-446] | [31-1147]]  1090]
ALT 943 [14-11673 2771 [22-11673] 338 [14-3157
(UL 754 649 1133 [14- | 2599 [22- | 2844 [139-] 2737 [66- 127 286 365 [14- -
[22-8190] | [28-5298]| 11673] 8190] 5297] 11673] [102-1065] [28-2114]| 3157]
LDH 493 [172-15700] 788 [259-15700] 329.5 [172-601]
(quiLy | 388I72 [ 499[250-1 493 [210-| 607 1264 [259 743 [424- 296 434 3185 -
1131] 12323] 15700] | [355-1131] 12323] 15700] | [172-358] [295-601] | [210-594]
cK 90.5 [17-5653] 168.5 [27-5653] 72.5 [17-1274
(UL 92 [17- 115 [27- 76 479 115 [27- 293 40.5 125.5 73 -
2030] 5653] [62-223]| [32-2030] 5653] [17-92] | [40-1274] | [62-133]
BUN 16.9 [1.0-151.0] 20.0 [1-91.0] 11.05 [4.1-151.0]
modLy | 17O[49- 238 [9.35[L.0- 21.0 20.5 9.2[1.0- 135 25.0 10.3[4.1- -
79.0] | [27-151.0]| 128.0] |[12.8-79.0] | [27-9L0] 26.3] | [5.9-17.2] | [6.0-151.0] 128.0]
CRNN 17423 1.7£2.1 17425
(mg/dL) [ 17434 | 1.9+#18 [ 1.8+29 [28+47 [ 1610 [ 1.4+14 0501 [ 22+26 [ 1829 i
CRP 0.68 [0.02-25.10] 1.055 [0.15-25.1] 0.58 [0.02-20.87]
(ma/dL) 0.53 1.07 [058[0.12- | 0.60 1.14[036- | 0.425 0.30 0.68[0.13- | 0.58 -
[0.02-2.05] | [013-251] | 20.87] [0.43-1.91] 25.10] [0.15-1.48] | [0.02-2.05] | 11.79] [0.12-20.87]
AFP 4.0 [2.0-559] 5.85 [2.0-51.9 4.0 [2.6-559.0
9.0 8.3[2.0- 2.6 8.3 [4.0- 2.6 -
Mg/mL) | 1) 710107 55S[J.O] pe3o | 27°0 | 20519 - 121.0 5559.0] [2.6-3.0]
NH3 150+102 158+127 11550
(ng/dL) [ 168124 | 145+116 | 147+73 196168 [ 178148 [ 196479 | 140+64 [ 110s57 | 107£35 i
HGF 65.4+131.9 4.15,22.4 91.5+161.9
(ng/mL) - | 136108 4.04,334 - | 415,224 | - - | 443,234 | 404,334 ]
T/ 13.0+6.9 12.6+7.8 13.5£5.9
(ilmm?) | 172486 | 12.357.0 [ 117449 | 187467 | 126:88 [ 91#41 | 157+108 |11.9+40 [ 14.1344 )
- 11.246.5 10.2+4.8 12.247.9
(F/mm3) | 8.245.0 10.3+4.2 | 13.9:86 | 8.746.0 10.4+45 |10.745.1 77443 | 10.0£4.0 | 16.5+10.2 i
AR I ER 413473 419184 407+60
(ilmm?) | 407+60 | 41081 | 423+71 | 410460 [ 414289  [438:99 403:59 [ 404:72 [ 413449 .
FDP 19.5£20.1 24.5+23.4 14.3£15.0
(ug/mbl) | 22.4+17.3 | 24.4+243 | 91494 [ 23.7#20.0 | 30.3226.7 | 8.0#9.2 | 20.7+17.0 [ 15.6+189 | 9.7¢10.3 i
D-dimer 16.1+17.6 21.5+20.1 8.810.0
(ug/mL) | 13.8+12.6 | 16.416.6 | 16.8+22.3 | 27,248 | 20.9+18.2 | 25.9+27.7 | 13.9+139 [ 66152 | 7.8£122 i

EIHRAER R, R [/ - Fe K]
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P4, MHEFT 42, LOHF

() BT HERRE (20214 1524)

F #*
Frasmo s
(%4) Ela il bl il AR LOHF
n=83 n=34 n=33 n=0
135 56.3 78.3
e=la (12/83) (18/32) (26/33) )
1.0 333 60.0
( 373) (2 6) {35 )
33.3* 8.8 81.3
(39 (11/16) (13/16)
100 50.0 83.3 i
(11D ( 5110) (10/12)
*p<0.05 vs Bl
£s MMEFRE, LOHFIZHIT5E0ME (20214 187H)
%
[iZ I
SEER apem Eaw LOHF
n=33 =34 n=33 o=l =35
B 15.1 4 186 514
i 0 14.7 8.0 5.7
PR i 36 11.8 i 0.0
TR 72 353 257 57.1
DIC 133 104 29 48.6
DARE 12 ] ] 18.6
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x6. ML, LOHFIZHT 5 E0H & PRHERRIC L o (202048 18247)

[
AL
o BRI o] EaE LOHF
n=83 =34 n=3i% n={ =35
e | % (08) | SEE | (%) | SN | (%) | meE | % 00 | Eeis | & ()
57 , I . 16 - ) 5
0 (68.7) %82 @35.3) 29 57 556 - 143) 100
19 ] 7 1 7
! (229) 505 (20.6) 0 (LY 143 - - 20.0) 333
R 5 1 4 ] 12 .
- ( 6.0) 00 (32.4) 00 Ly 0 - (343 417
1 2 3 s N
3 (12) L ( 5.9) 0 (83) 0 - - aLy 750
Bk 1 0 : 0 ! 0 - Y 333
- (L3 ( 59) (19 - 20.0) :
27, MiEFFFR4, LOHFIZIsiT 560 (20214E: 1874)
F %
SEFF
HEER P B LOHF
=583 =34 n=35 n=i n=35
BREE 2T oA 707 735 529 - 200
CIse 24 19 7 7
CRIERT 2 B 36 59 57 8.6
e 133 676 §0.0 ] 129
NGB 13 64.7 771 ] 514
SaRE YT 0 0 0 ] 20
AvF—Tzuy 0 0 20 ) 0
oA o AR 24 19 0 - 0
7 oy 0.6 353 143 ] 20
HAEE e 115 17.6 171 - 28.6

B OR8N S th+ N3E) 58 (1+0) 24 (143) 371 (8+5)
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&8, AEAFAE, LOHEOF# (20214 18741)

B REED P Earm LOHF
15261 (a=83) @=34) (n=35) (u0)
i a8 (735 (620 65
RN =1 am a0 (1o
2% re Q438 155
FRAELIH e v e LOHF
IS (n=22) (n=9) (n=3) (n=1)
PRt n=34 (164{":623 [T;} [u?:) (0?1)
FrEl an
a # v & ) o

0. BAEAFFRE, LOHFORMA & NBHERIC L 28 (%)  (Q0214E: FFBMAERED156H)

HEPET IR HatER LOHF

4 A A 93.3 (14135) 18.2 (211) 250 (U4)

A A 00 (21 -
B & 88.9 (8 9) 20.0 (2/10) 33 (U3
Eotls ot 85T (&7 333 (V6

Carrier 00 (22 0 (07 4) 333 (U3)

b L 95.7 (2223) 0 (0/5) 0 (s)

B EfuiEtE 90.9 (20/21) - 500 (48)

HREFH 77.8 (14718) 50.0 (¥ 6) 350 (1)
IFF# Bt 63.6 (1422) 556 (5 9) 0 (2) 0 (o)
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LOHF
-— 1% (0.5%)

SEET
BHEFTE 1
1566 (99.5%) I G;'g,,

1 awnmre anssE) |

AR
384 (20.4%)
B R
BRI 1056
388 (56.504)

(46.005)

o J

Hl bAEOMMEFT4L, LOHF: BEOFEH (202148: 157TH)

ik 2
14 (100%)

LOHF -
— 1 (0.5%)

‘ FFgeList
" 344
: (18.3%)

MEFR2 N

\ 18681 (99.5%) ’
WIERF4%, LOHF
(B604)

A

(50.7%)

- /

2. bAEOMEFFRL, LOHF: FFEOFKE (20214F: 187H)
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7 A F Ol 2: 100

BRI RE 2: 1909
| | | | | | | | | | ] |
I I I I I I I I I I | 1
0 20 40 [0 80 100 120
B
H3. b EOMAEFT42, LOHF : &6 ComE (202145 187#)
0 2: 2.40%
Ea:]
19: 212,005
BRI RE 2: 240
LOHF
(n=0)
| | | | | | | | | | | |
| | | | | | | | | | | |
0 20 1] 60 80 100 120

4. b EOMERFTE, LOHF: fF4ERTOMRE (20214: 1524)
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EriHER T &

HBER
54 (100%:A:2,E: 3)

R oMMz kS FREM (A ER) Ol (20214F: 541)

AR 0 10 20

| [ ]

I I 1

EFER AR EEiEE
7 7 1
BmL
2 4 5
Carrier >
(n=11) )

Heo. 8 F T4, LOHFIZE T 5HBVER (20214E: 26f)
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- HBsHUR B o BiE (i 24 -

W o F & ]
- HBsHURR O BIEIELH (de nove BEIFFA) :

- HEsHUFBRHECRER L

‘. am)

. . . .
(25.008)
{22k
5.004)

E7. SRS, LOHFIZBHTAHBVE + U 78 (20214 1141)

WO | T #
1 FlS
. 2
005) ) %5)
p

B @ H5V EBV CMV Stillis

% = L ke = Ead L] =

£ (8 71 5 19 b3 79 23 2%

W o Bl E-2id Ea Bl HEE JEE HEE

T | %e |

EI8. TR E, LOHFIZET 52 OOFFIHER (20214 761)
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AR T #

%
’ i 201
LOHF 148 (2.4%;
A 1) S O dea
- 3447 (8L.0%) (2.49%)
# @

2084 (69.0%)

HERER
2848 (66.7%) |
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Table 1. Patient characteristics of Study 1 cohort.

Total number of patients

Duration of ebservation (days) 30 (1-455)

Age (years) 54 (9-88)

Sex
Male 279 (47%)

Female 316 (53%)

Etiology

Viral (HAV/HBV/HCV/HEV/Others) 211 (46M15/5/20/25) (35%)
AH 124 (21%)
DILI 122 (21%)
121 (20%)

17 (3%)

Indeterminate

Ischemic liver injury
Final disease type

ALl excluding ALF 350 (59%)
ALF without HE

ALF with HE, Acute type

179 (30%)
30 (5%)
ALF with HE, Subacute type 36 (6%)
Outcome

Transplant-free survival 535 (90%)

Liver transplantation 13 (2.2%)

Death
PT-INR (n=595)
T-bilirubin (mg/dL) (n=593)
DIT ratio (n=533)
Platelet count (x 104mL) (n=589)
ALT (U/L) (n=595)
MELD score (n=577)

47 (7.8%)

1.28 (0.8-18.9)

5.1 (0.3-47.3)

0.68 (0.10-0.95)
17.3 (0.3-49.5)
1,343 (301-12, 119)
16 (6-40)
Treatments and median when to start treatments

Steroids (n=310)
Nucleoside/nuclectide analogs (n=82)
Plasma exchange and/or hemodiafiltration (n=81)

2(-100-86)*
1(-81-34)"
1(-6-77)*
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Table 2. Identification of ind dent prognostic factors on day 1 in patients with ALI and
ALF.
.
Hazard ratio Hazard ratio
Factor -value p-value
(95% confidence interval) (95% confidence interval)
Age, years 1.016 (1.000-1.033) 0.054
Sex
Male 1.000
Female 0.550 (0.330-0.919) 0.022°
Etiology
Viral infection 1.000
AH 0.242 (0.098-0.597) 0.002"
DILI 0.733 (0.356-1.507) 0.398
Indeterminate 1.208 (0.644-2.264) 0.556
Ischemic liver injury 2.418 (0.723-8.083) 0.152

PT-INR 1.264 (1.207-1.324) <0.0001°  1.330 (1.240-1.426) <0.0001°
T-bilirubin (mg/dL} 1.054 (1.028-1.081) <0.0001""  1.082 (1.050-1.116) <0.0001™
DIT ratio 3.098 (0.523-18.344) 0213

Platelet count (x 104mL) 0927 (0.890-0.964) <0.0001"" 0.907 (0.868-0.948) <0.0001"
ALT (UIL) 1.000 (1.000-1.000) 0.002"

MELD score 1.175 (1.142-1.212) <0.00017 -

‘p<0.05, “"p<0.01, “"p<0.001, and ““p<0.0001. AII Iabnralory data and MELD scores were
measured on day 1. PT-INR: ratio; ALI:
acute liver injury; ALF: acute Iiver failure; AIH autoimmune hepatitis; DILI: drug-
induced liver injury; ALT: alanine aminotransferase; D/T ratio: direct bilirubin/total
bilirubin ratio

Day 8 & Day 1 & [RIERODIENTZAT > 72,
B BEMEMT TlZ, PT-INR, A U L E
D/T b, /R, MELD 2 a2 7 IZHEZEER
W7, Day 1 ORFE & [RIFRIC S BMENTIZIT
BRI THEDOH D PT-INR, oE U L E
v D/TEe, /R A IR L7z, WTh
LHEEZD T, PT-INR b P — R
@ s -7z (Table 3),
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Table 3. of p factors on day 8 in patients with ALI and
ALF.
I
Hazard ratio Hazard ratio
Factor p-value p-value
(95% confidence interval) (95% confidence interval)
Age, years 1.015 (0.985-1.036) 0.134
Sex
Male 1.000
Female 0.663 (0.358-1.229) 0.182
Etiology
Viral infection 1.000
AlH 0.504 (0.168-1.515) 0.223
DILI 1.053 (0.474-2.340) 0.8%9
Indeterminate 0.731 (0.316-1.691) 0.463

Ischemic liver injury 1.270 (0.358-4.449) 0711

PT-INR 1.785 (1.493-2.133) <0.0001™"  1.459 (1.072-1.973) 0.016"
T-bilirubin (mg/dL) 1.071 (1.033-1.110) <0.0001""  1.053 (1.004-1.105) 0.035
DIT ratio 0.025 (0.006-0.107) <0.0001""  0.140 (0.024-0.802) 0.027"
Platelet count (x 104mL)  0.859 (0.810-0.910) <0.0001™" 0880 (0.828-0.935) <0.0001™"
ALT (UL) 1.000 (0.989-1.000) 0.180

MELD score 1.182 (1.130-1.246) <0.0001™" -

‘p<0.05, “p<0.01, *"p<0.001, and ““p<0.0001. AII laboratory data and MELD scores were
measured on day 8. PT- INR ratio; ALT:
alanine H: DILI: liver injury;
ALT: alanine ammotransferasu DIT ratio: direct bilirubin/total bilirubin ratio

FREE 2 : Day 1 B LW Day 8285 T4
THIEE &2 5§ 5 7212, s, PT-INR,
e v, D/T ., i/ gk, ALT fiE,
MELD A =27 % F\ T ROC AT 21T - 7=,
Day 1 ClZ4E#s (AUROC : 0.6276), PT-INR
(AUROC : 0.8918), # ' U /LB (AUROC :
0.7449) . Mfi/MEE (AUROC : 0. 6495) 723F
“THEEEFF D, TOHTH PT-INR 23 b
AUROC 235 < . Delong test THMKF & Lk
L CHABRELZRDIZ (p<0.0001),
512 PT-INR % MELD A== 7 (AUROC :
0.8961) & & fhilz L7223, AUROC [H] CHE
Z< . AFEOTFERTHETH-T2 (b=
0.8516) (Table 4A),

Day 8 T [RERDIENT 24T o 72, HFlin
(AUROC : 0.6246) . PT-INR (AUROC :
0.9725). FAE UL E Y (AUROC : 0.8182) .
D/T k. (AUROC : 0.5616) ., I/ Mk
(AUROC : 0.8625), ALT fii (AUROC :
0.7372) NFPHTHRELFF D, Day 1 L1k
# L. PT-INR (p=0.0008). I/t (p<



0.0001), ALTf& (p=0.002) T\ TN bH
ET AUROC 8B 4FCToho7= (Day 1 vs Day
8), Day 1[4, PT-INR 23 & AUROC 737
<. Delong test THAMIKF & g L Th
HEXZZDT (p<0.0001), & 52 PT-
INR % MELD 2 =x7 (AUROC : 0.946) & bl
i L7275, AUROC ] CAHE 2L, R%D
T%THEETH -7 (p=0.2488) (Table
4B) .

Table 4. Comparison of the AUROCs using Delong test.

A
P.value*
Standard Error
(vs. PT-INR on Day 1)
“ oome 005 pea.o0t
e - - =
o0 oot bt
Platelet 0.6495 0.03641 p<0.0001
b i St
PT-INR 0.8918 0.02146
m g b b
B
P value* P value™
Standard Error
(vs PT-INR on Day 8) (vs Day 1)
e e odaur petonet
Total-bilirubin 0.8182 0.03693 p<0.0001 0.1302
0.5916 0.04142 p<0.0001 0.1084.
0.8625 0.03142 p=0.0004 p<0.0001
0.7372 0.05054 P<0.0001 p=0.002
PT-INR 0.9725 0.01108 P=0.0008
MELD score 0.946 0.02298 0.2488 0.1248

Compare the AUROCs by Delong test. The AUROCs and standard errors of Age, T-
bil, DIT ratio, Platelet, ALT, PT-INR, and MELD score on Day 1 and 8 are shown. *
Comparison with the AUROC of PT-INR on Day 1. ** Comparison with the AUROC
of PT-INR on Day 8. *** Comparison with the AUROC of each parameter on Day 1.
DIT ratio: direct bilirubin/total bilirubin ratio; ALT: alanine aminotransferase; PT-
INR: p in time-ii il i ratio

O

. B
2 I XRMEIFREEESIC BV T, PT-INR
1.3% 7y bA7 & LTEIBEIN ANfEIER X
O PHRUERIE L L COREE{T-> TE

7o EBIC Kaplan-Meier 5T PT-INR 1.3
PLEDFEFIL T RE T, £ OREFRITRR
WEAE L7 2 & 28 LT 5, ARl
fFgECidk, 2o ak— MIBWT, PT-INR
IS LT PRI L 720 5 500, F£7-
ROENT TREEZ FEHE 2 MOV TR
L7,
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P

145

TeXT A—=2Th D8, M, KR, PT-
INR, RE U LB, D/T b, i/ RE,
ALT i, MELD A =17 CHAZS BfifdT 247\,
ZOHRNLEEEND Y . BEHIZTT%RA
TELTHEOHD LML TEEE
RN £ TiTo 7, Day 1 BLX W Day 8 D
TN TS, PT-INR (3ISE L7= F%K
T Thot, EHITHF2 TIX, FHART
A —H DT TFHIFEIZ DU T ROC fBHT TRHE
fliL7=, Day 1B LW Day 8 \WTHIZW
T PT-INR IZFEFITEV AUROC 27 L, =
EF U ADHHMELD 2 a7 L TH T
BT RRRIZ 2T R o T,

Tex OfgEa w7 NI, AMEFR2IC
B D HPRETH 2 2T E O I, G
TH, VWOTH, EZTHLIHEIZIAENA
DEA I BRI AEOBEZ T A
REREEZ RN T 2 & ThsD, PT-INR X
HBroarv X NeEETH~Y—I—Th
D, FHTHDZ EBEEIOKRETHL N
Lo,

PT-INR 1.5 LA k& 7o 7= BMEIFREICE
FAHATaA REGIZELUI=ET A
MRV ERREINTND, FxlTAT
aA FEFEHATLIHAI TS 6T
MBWEEZ TEY, SEIOMTHERIT.
B CAEMEIF RSN D 2T a1 RGO
ANEFEIZH R0 9 5B TWD,

A Bl ORRFHE S sk I [F 1% A A = Bl 220
FETIT o7, BVERTREFAESIZ IV T PT-
INR 1.3 %5 v bA7 & L CTEFEN AR
T TREGERIE L 720 9 D%, A%
& OBIEMMAENLELEZTEBY, 4%
FE LT FETH D,

E. f&

BERFREEE BN B TR AFRIE,
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FREE b MPMiaS XA 7~ 226 LEBENRET VEER L, 20TV E
FAWT BRUESEFRICEAT 2R AT Lz, CTLM-Ig 2% 57252 L2k, IFko
IHBEOND Z ERHAL NI olciodd, ZORFEMEH LIBRRFRERG LT, Z
NETDE A, 6 FIOBEIEDNE B RTRDIERFNT CTLA4-1g &5 L7z, 1 BHIATENKE
L EBITMFIEOBENGRD 6 2 7272, BB MIC X oRmEiT o7z, 5D 6l 5
H5FITIEAT v A R/ R 72 EOREREIRIFIC CTLA-Tg DI G- 21TV, W ILDSER] H
B U771 1% CTLAA-Tg O 5O B CHE R TABE D UENRD LT~ T2, Z D3
RO E-DI & 72 o T BRREPRAMBE L7z, BLED XS ICWTNDRER HAEFL TEHY
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81

A. WFZEEBY

B BUBIGERT S X BIER N & <
i nERm TTE R WS
%)O

BIREZINE
HLIFLITTSH

B. Wr7EJ5iA

CTLA4-Tg ZHERDIEHIEIZM 2 T 1 [\]D
HERIRE G- LT, SRR MR 2B b &
D, Gm LR

Human Cytotoxic T Lymphocyte-Mediated
Acute Liver Failure and Rescue by
Immunoglobulin in Human Hepatocyte
Transplant TK-NOG Mice.

Uchida T, Hiraga N, Imamura M, Tsuge
M, Abe H, Hayes CN, Aikata H, Ishida Y,
Tateno C, Yoshizato K, Ohdan H,
Murakami K, Chayama K. J Virol. 2015
Oct;89(19) : 10087-96,

Abatacept treatment for patients with
severe acute hepatitis caused by
hepatitis B virus infection-Pilot
study.

Teraoka Y, Imamura M, Uchida T, Ohya
K, Morio K, Fujino H, Ono A, Nakahara
T, Murakami E, Yamauchi M, Kawaoka T,

147

Miki D, Tsuge M, Hiramatsu A, Abe-
Chayama H, Nelson Hayes C, Aikata H,
Chayama K. J Viral Hepat. 2021
Feb;28(2) :400-409 |ZRE#H S LTV 5

C. Wroohs R

HE B R AMERT I & 2l & iz 6 ekt
L CIREEITo T2, BNERIEIC X 0 BsET R
T 24T = T2 EFILAAM T B R L7,
IMSERFREAE DIER 2 & 6D, CTLA4-1g #5-1T
L DHEEREGIIRD R oTz, TS DIE
fFilo B W/ 72 HBs HURHUAR OFMEE1T >
7oo MBEIZHRRE L CREMAE O 2 6 & B
T HBs HUiR DAL S iR S vz,

D. &%

CTLA4-1g $& 512 K B HEAE B RUAPERF A D
BRITEZ CRETH D RN RSN
7o XX UTALDU A7 {072 LAV
EXb,

E. f&

L% E DICHT e lR st 2| L, A
EDORRGE, B E L COMMZHIEL T
WHEa Rl T 5,




. AFFEIER
. AR

Uchida T, Imamura M, Hayes CN,
Suehiro Y, Teraoka Y, Ohya K,
Aikata H, Abe—Chayama H, Ishida Y,
Tateno C, Hara Y, Hino K, Okamoto
T, Matsuura Y, Aizaki H, Wake K,
Kohara M, Liang TJ, Oka S, Chayama
K. HBV with precore and basal core
promoter mutations exhibits a high
replication phenotype and causes ER
stress—mediated cell death in
humanized liver chimeric mice
Hepatology. In Press. 2023
Suehiro Y, Tsuge M, Kurihara M,
Uchida T, Fujino H, Ono A, Yamauchi
M, Naswa Makokha G, Nakahara T,
Murakami E, Abe—Chayama H, Kawaoka
T, Miki D, Imamura M, Aikata H,
Nelson Hayes C, Fujita T, Chayama
K. Hepatitis B Virus (HBV)
Upregulates TRAIL-R3 Expression in
Hepatocytes Resulting in Escape
From Both Cell Apoptosis and
Suppression of HBV Replication by
TRAIL. J Infect Dis. 227(5), 686-
695. 2023
Uchida T, Teraoka Y, Imamura M,
Abe—Chayama H, Makokha GN, Hayes
CN, Aikata H, Hamamura S, Ishida Y,
Tateno C, Shirouzu T, Kawai S,
Tanaka Y, Ohdan H, Okada S, Chayama
K. A novel c¢DNA-uPA/SCID/Rag2(-/-)
/Jak3 (=/-) mouse model for
hepatitis virus infection and
reconstruction of human immune
system. J Viral Hepat. 30(3), 262-
272. 2023
Makokha GN, Zhang P, Hayes CN,
Songok E, Chayama K. The burden of
Hepatitis B virus infection in
Kenya: A systematic review and
meta—analysis. Front Public Health.
11, 986020. 2023
Zhang P, Ono A, Fujii Y, Hayes CN,
Tamura Y, Miura R, Shirane Y,
Nakahara H, Yamauchi M, Uchikawa S,
Uchida T, Teraoka Y, Fujino H,
Nakahara T, Murakami E, Miki D,
Kawaoka T, Okamoto W, Makokha GN,
Imamura M, Arihiro K, Kobayashi T,

148

Ohdan H, Fujita M, Nakagawa H,
Chayama K, Aikata H. The presence
of vessels encapsulating tumor
clusters is associated with an
immunosuppressive tumor
microenvironment in hepatocellular
carcinoma. Int J Cancer. 151(12),
2278-2290. 2022

Yoshikawa Y, Imamura M, Yamauchi M,
Hayes CN, Aikata H, Okamoto W,
Miyata Y, Okada M, Hattori N,
Sugiyama K, Yoshioka Y, Toratani S,
Takechi M, Ichinohe T, Ueda T,
Takeno S, Kobayashi T, Ohdan H,
Teishima J, Hide M, Nagata Y, Kudo
Y, Iida K, Chayama K. Prevalence of
immune-related adverse events and
anti—tumor efficacy following
immune checkpoint inhibitor therapy
in Japanese patients with various
solid tumors. BMC Cancer. 22(1),
1232. 2022

Nagaoki Y, Sugiyama A, Mino M,
Kodama H, Abe K, Imada H, Ouoba S,
E B, Ko K, Akita T, Sako T, Kumada
T, Chayama K, Tanaka ]J. Prevalence
of fatty liver and advanced
fibrosis by ultrasonography and
FibroScan in a general population
random sample. Hepatol Res. 52(11),
908-918. 2022

Fujita M, Chen MM, Siwak DR,
Sasagawa S, Oosawa-Tatsuguchi A,
Arihiro K, Ono A, Miura R, Maejima
K, Aikata H, Ueno M, Hayami S,
Yamaue H, Chayama K, Lee JS, Lu Y,
Mills GB, Liang H, Nishizuka SS,
Nakagawa H. Proteo—genomic
characterization of virus-
associated liver cancers reveals
potential subtypes and therapeutic
targets. Nat Commun. 13(1), 6481
2022

Yuen MF, Heo J, Kumada H, Suzuki F,
Suzuki Y, Xie Q, Jia J, Karino Y,
Hou J, Chayama K, Imamura M, Lao-
Tan JY, Lim SG, Tanaka Y, Xie W,
Yoon JH, Duan Z, Kurosaki M, Park
SJ, Labio ME, Kumar R, Kweon YO,
Yim HJ, Tao Y, Cremer J, Elston R,
Davies M, Baptiste—Brown S, Han K,



10.

11.

12.

13.

14.

Campbell FM, Paff M, Theodore D.
Phase IIa, randomised, double-blind
study of GSK3389404 in patients
with chronic hepatitis B on stable
nucleos(t)ide therapy. J Hepatol
77(4), 967-977. 2022

Takehara T, Izumi N, Mochida §,
Genda T, Fujiyama S, Notsumata K,
Tamori A, Suzuki F, Suri V, Mercier
RC, Matsuda T, Matsuda K, Kato N,
Chayama K, Kumada H. Sofosbuvir—
velpatasvir in adults with
hepatitis C virus infection and
compensated cirrhosis in Japan.
Hepatol Res. 52(10), 833-840. 2022
Kodama K, Kawaoka T, Kosaka M,
Johira Y, Shirane Y, Miura R, Yano
S, Murakami S, Amioka K, Naruto K,
Ando Y, Kosaka Y, Uchikawa S,
Fujino H, Nakahara T, Murakami E,
Okamoto W, Yamauchi M, Miki D,
Imamura M, Kuroda S, Kobayashi T,
Ohdan H, Aikata H, Chayama K.
Calcium channel blockers improve
the prognosis of patients with
intrahepatic cholangiocarcinoma
after resection. J Gastroenterol.
57(9), 676-683. 2022

Yokokawa H, Shinohara M, Teraoka Y,
Imamura M, Nakamura N, Watanabe N,
Date T, Aizaki H, Iwamura T, Narumi
H, Chayama K, Wakita T. Patient-—
derived monoclonal antibody
neutralizes HCV infection in vitro
and vivo without generating escape
mutants. PLoS One. 17(9), 0274283
2022

Hayes CN, Imamura M, Tanaka J,
Chayama K. Road to elimination of
HCV: Clinical challenges in HCV
management. Liver Int. 42(9), 1935-
1944. 2022

Kiyose H, Nakagawa H, Ono A, Aikata
H, Ueno M, Hayami S, Yamaue H,
Chayama K, Shimada M, Wong JH,
Fujimoto A. Comprehensive analysis
of full-length transcripts reveals
novel splicing abnormalities and
oncogenic transcripts in liver
cancer. PLoS Genet. 18(8),
e1010342. 2022

149

15.

16.

17.

18.

Fujiwara N, Kubota N, Crouchet E,
Koneru B, Marquez CA, Jajoriya AK,
Panda G, Qian T, Zhu S, Goossens N,
Wang X, Liang S, Zhong Z, Lewis S,
Taouli B, Schwartz ME, Fiel MI,
Singal AG, Marrero JA, Fobar AJ,
Parikh ND, Raman I, Li QZ, Taguri
M, Ono A, Aikata H, Nakahara T,
Nakagawa H, Matsushita Y, Tateishi
R, Koike K, Kobayashi M, Higashi T,
Nakagawa S, Yamashita YI, Beppu T,
Baba H, Kumada H, Chayama K,
Baumert TF, Hoshida Y. Molecular
signatures of long—term
hepatocellular carcinoma risk in
nonalcoholic fatty liver disease.
Sci Transl Med 14(650), eabo4474
2022

Naruto K, Kawaoka T, Kodama K,
Ogawa Y, Amioka K, Yoshikawa Y,
Kikukawa C, Suehiro Y, Yamaoka K,
Ando Y, Kosaka Y, Uchikawa S,
Nakahara T, Murakami E, Ono A,
Uchida T, Yamauchi M, Okamoto W,
Takahashi S, Imamura M, Chosa K,
Awai K, Kubo K, Nagata Y, Chayama
K, Aikata H. Efficacy and safety of
chemoradiation therapy using one—
shot cisplatin via hepatic arterial
infusion for advanced
hepatocellular carcinoma with major
macrovascular invasion: a single-
arm retrospective cohort study. BMC
Gastroenterol. 22(1), 275. 2022
Mochida S, Nakayama N, Terai S,
Yoshiji H, Shimizu M, Ido A, Inoue
K, Genda T, Takikawa Y, Takami T,
Kato N, Abe M, Abe R, Inui A, Ohira
H, Kasahara M, Chayama K, Hasegawa
K, Tanaka A. Diagnostic criteria
for acute—on—chronic liver failure
and related disease conditions in
Japan. Hepatol Res. 52(5), 417-421
2022

Qian T, Fujiwara N, Koneru B, Ono
A, Kubota N, Jajoriya AK, Tung MG,
Crouchet E, Song WM, Marquez CA,
Panda G, Hoshida A, Raman I, Li QZ,
Lewis C, Yopp A, Rich NE, Singal
AG, Nakagawa S, Goossens N, Higashi
T, Koh AP, Bian CB, Hoshida H,



Tabrizian P, Gunasekaran G, Florman
S, Schwarz ME, Hiotis SP, Nakahara
T, Aikata H, Murakami E, Beppu T,
Baba H, Rew Warren, Bhatia S,
Kobayashi M, Kumada H, Fobar AJ,
Parikh ND, Marrero JA, Rwema SH,
Nair V, Patel M, Kim—Schulze S,
Corey K, O’ Leary JG, Klintmalm GB,
Thomas DL, Dibas M, Rodriguez G,
Zhang B, Friedman SL, Baumert TF,
Fuchs BC, Chayama K, Zhu S, Chung
RT, Hoshida Y. Molecular Signature
Predictive of Long—Term Liver
Fibrosis Progression to Inform
Antifibrotic Drug Development
Gastroenterology. 162(4), 1210-
1225. 2022
19. Yamasaki T, Saeki I, Yamauchi Y,
Matsumoto T, Suehiro Y, Kawaoka T,
Uchikawa S, Hiramatsu A, Aikata H,
Kobayashi K, Kondo T, Ogasawara S,
Chiba T, Takami T, Chayama K, Kato
N, Sakaida I. Management of
Systemic Therapies and Hepatic
Arterial Infusion Chemotherapy in
Patients with Advanced
Hepatocellular Carcinoma Based on
Sarcopenia Assessment. Liver
Cancer. 11(4), 329-340. 2022
2. FERER
SONG HOJOONG, ‘e il B, AAF JEH#E,
Sef HESE, AR A3, AR —F, EL
F—, B ak, BPASUHCVIb R 2 A
YLl 1 PEAE R OMEE, 69 BIHAT A L
AR s, HEA v BRI,
2022/11/13
AR BL3E, ffl HEE, IR —#, HBVFE
FAElaRk A € Y —T HilE (Tsem) DR H
EHRREAENT, ZF 69 [AI A AR T A )V AT
#£2, HE A v B ER, 2022/11/13

G. FNAPEMED HFE « BRER
(FEEETS,)
BALANS

150



JEA BB AR e B A B4 R TEIR R BURMFIE 2L
SR TED AT - IHIE R R ﬂ%ﬁé%ﬁﬁ%
ST PR R
Acute-on—chronic liver failure (ZX}9 5 BILIFHAERRETRED A B = X AT

g SR SR BRRPRERRE R A TR R LR N R R B SR

WreEs - [HAY)] Acute—on—chronic liver failure (ACLE)IIEIEEROEWVEETH S,
IGIEIR & L C OB ClIRf R s, FBERENEEN D, 2k TOHF
ZEC, ACLF 1P LM N 25 AFE L, Z{eifabr 53 Th 5 Navitoclax V5 2
& T, ACLF Z28GESE L2 L2 o nIc Lz, AEiNmummx*iDAaF%&%é
VHZEDRTEDLAN=ALEZHOEZT L0 I haFUTHRBICERLTED
732 % FRAT A i LTz,
[ 515 iR B B CUERR L 7= BEFAAEIZ  Navi toclax (1. 25pM) & RN L 72 Hijf% T ATP
DOEALE L EEMOEALELZFN Lz, WEbRFELE VAR o B T4 FTERKRLE
ACLF v A|Z, Navitoclax (50mg/kg) # &5 L7-Hi#% TD ATP OZ L&A FHI LT,
S ] el AR PR CYERR L 72 BEAFHIARIC 3\ T, ATP (% Navitoclax 54412 34. 9%
BN (p<0.05), BEFENLIEL 58.9% L& (p<0.01) L7z, ACLF ~ 7 A (2B T, ATP X
Navitoclax $¢5-1412 43. 2% AN (p<0.01) L 7=,
[#55&] In vitro. In vivo OWHENH I b2y N THEEEFEM 2 520 L. ACLF (2% L C
Navitoclax MAZNRZRTHFIZIE, X bar FU THEREOWENNIET D A[REENH 5
LEZ LN, SORDBIEEITV, ACLF ISk 2 HrlliamBaR 2 B L2\,

H[FI e ALEHGENZTH72012, T bR
TR Bris RS - HEHER) THEREICHE H LT, SO &2 FEiE L
YRIEN CHR RS « ReTBh#D 7

A. BFZEREY B. WL

ACLF IZHIER N E L THRARREERTH In vitro TlX. Cell-line ®THifa

%o ACLF [Z%F7 HARIGTEH & L CIITB MM (AML12, ATCC ft X W BEA) 1Tk LTl
WIFTET 203, BAEIREITREENED 5 < | HRERET (Total 10Gy) Z4T\, ZALAFHEAE
BMROUWELZ LD, BRI IZE ZAER L, Navitoclax (Selleck #f:J U i
> TRODFHIREHENLETH D, Z AN) % 1.25pM OJREETIRM L, WL 48
N FE TOHFFET, ACLF ([ZIIFELHIIE £ IRFFETIRE AR C 0D ATP 5 il 22 WO FE I E 11T
WL, BLMIabREETH D L OEHIL, INL TWARWEED ATP B
Navitoclax Z i\ 5 Z & T, ACLF &% & & LREAT Lz, E7z. RO FIET,

BEHZEEHALMNC L, AN, FZRIC NEEEAL O G 2 8 e g Y 6 C M L C

LV ACLF 2 EBESEDLZENTEH A= Navitoclax Z ¥ L CWRWEED EEN &
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PEH AT L 72,

In vivo Tl&, PUEALERSE (0. 5ml/kg) % 8
WRIEENE G L= %12 4 RO I kR
F Q2. 0oml/kg) LY RRY S BTA R
(1. Oug/kg) ZMEMERN G- L, StkpEE A
it LT ACLF =7 A ZAERk L7z, ACLF v
AT, AMEREEDOE®% DD Navitoclax
(50mg/kg) % 5 H Rk TR O AR -
L. 7 BRZICIHHMZBE L T ATP ARk
ZROEERIERIC X E L, FHEZ
oy hm—/ViE (PBS 2RO NIREE) @
FEFERRIZ 31T B ATP SRk & PLigfiEhT L
7o

(B~ DBl )

EBR OB T RRER SRR K A L
By~ % e/ MRIC U TR A i L
Too F7o. FTBRHERE O EHHANZ SN T
iy G EE L RS L. D ERGEEE
B X0 AREE T EZIT o T2,

C. WroefER

In vitro TiX. Cell-line ® AT~
SR A WU U TP bl e 3 2 & AT
& AT ATP AR 46. 5% T L 7= (p<
0.01), Navitoclax Z¥I0 L T 48 KefE]EG 2%
T 5 & ATP ARkl 34. 9% L 7= (p<
0.05), MEEEALIZHOWT, [FEEIC R % R
925 L. BSTRTE A TEEEALIL 81. 6%
KT L7 (p<0.01), Navitoclax ZiRi0L
T 48 fHIRE T 5 & | MEEEALIL 63. 2%HE N
L7z (p<0.05),

In vivo TlE. ACLF =~ 2 DJFH#kICE
75 ATP A AkEIE Wild ~ 7 R fTHLAE & Hifs
T5HE 73 26K T LTz (p<0.01), —JF
T Navitoclax ¥ E5-EEORTFHARIZ 81T 5 ATP
A R EIE ACLF ~ 7 A ATHAAE & b L T
43. 2% E5H- LTV = (p<0.01),

D. &%
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In vitro & In vivo OFEHIZIBNT,
Navitoclax #5422 ATP & RSP ENL Y
HEIZHEML TWRER2 S| Navitoclax
2% ACLF 1T L TR 2 ndidfeic, I b=
¥ R U THEBEDEENTTE LT 5 AlREME:
NHEz LV,

E. fiim

Navitoclax DN O I h=a KU T
FERE A OB L. ACLF JR¥RICH RS 5 AlRetE:
WD, Al DR R & B2 LT ACLF 1Tkf
TORHIBREE A BIEL T\ <,

F. WFJEss

L AwSCHER
Yusuke Watanabe, Atsunori Tsuchivya,
Shuji Terai, et al. Navitoclax improves
acute—on—chronic liver failure by
eliminating senescent cells in mice
Hepatol Res. 2023 Jan 11. DOI:

10. 1111/hepr. 13879.

Yusuke Watanabe, Atsunori Tsuchivya,
Shuji Terai, et al. Prognostic study of
acute—on—chronic liver failure
patients: Usefulness of the fibrosis—4
index. Medicine. 2022 Nov 4; 101(44):
e31328.

2. FEREK

FERRE . LEIER, FFHS: T - Acute—on-
chronic liver failure (2% 5 LHIIEER
FIRIRDOFTRBAZE D 7= 8 O BAZHFZE - 45 108
Bl A AHEERIFR T SRE VR T L 3 -
WEB Bifeg - 2022 44 H 23 A

PRI, R, SFHa T - Zuifakk
FEIEED Acute—on—chronic liver failure

W29 BB OfEE s A ARITIE S 2022



— % - WEB R - 2022 426 H 3 H

Yusuke Watanabe, Atsunori Tsuchiya,
Shuji Terai. The basic research to
develop a novel treatment for ACLF. The
30" JDDW Panel Discussion, At Fukuoka,
October 27" /2022.

G. FHIWMPEMHED HIE - B BRI
(PEEZET,)

1. Frarius

PP

2. FENRZE B

PP

3. T DA,

FRIZ72 L
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

AN LRFRBIREE T D RRGETA

WHoE A L T ERRERRAE AL R R

Hixz

We

Mg, MEAZHRD 5 2 5

P

5 SUEIFAREIBIRICIE W T, BYYEITR b BELRAIHETH D, MIRHELIRIEN
RARDIZD, D Ba R LW E e G T 20ERH 5, 4 H E TIPRWREIC
SCEITIEBI S LIS, FRE R\, MR L OPERE & ZEB]
PR EZD L BT X LRI IVARRLRD K DNy T TR AR FE D /)N
SIRREANT, MIEE LR TICRRER G T LREE LN E VR D,

S FNFTEH
HEAN R EAE DS L BE AL 2 R IR

A. WFFEH

N TIHBRIEZT > TV D At A4
BT, compromised host T, EiklEE(IZ
R RKGEEYGe, BT AT —7T MR L
WG D Y 2 7 3E < CNBRIRA T 255
HRBNELC bridge T 258 b EIYED = b
n—/LNEERRETH D A LB
15 T OBRYUEIRR 2 b4 2 B T4 R
VEBEER O SCER & L S0 2 FAN O R 4 o
(ZHURE U CIEHER) & B 2 DL D & GIEIZD
WTHERLT,

B. WFEJ5ik
SMETFAREE G L U N THFMBIRIE T
(MR AT I (hemodiafiltration;HDF,
N ONMAEASHE; plasma exchange & D#H
HaDE) OB PRI OWN T ORES
55 E7ev,  F 7= HDF DI @ drug
level (25 2 2 BOBANIV 720D T,
MR E O EBRE RN R & HLBEE D IR
MRFEZE & & ITRFTEIT - T2,
(fi BRI~ DBLE)
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—HRIC AT REZREW A AW CTH Y
PR AL LI L LRV TH D,

C. WFIThHE R

HDF 2 X 28 krE

PR : REABUC L DK TR DR
EIZED

QRSNIEE  JE AR L D=7 VT T A
XA FEO R E S LB (5 T ROME %Y
ZATIZ L < oyl E ThrEFTER)

HF FOERM I VT 5V RACEEBEZE XD
RIREME D & 2 BT HRRE

OFENE ) XA T 74F—HH,
b) MLy, c) BRIMEEIREL

d) ZEAT B Ak

QinFER T BEhr L BRI TH 5,
OVRIFHERE BB L 0 SHEE IS TIN5,
HF FOERM I VT 5V RACEEBEZE XD
RIREME D & 2 IRt

1.5y T84y 78 500 L ET% high flux &
AT TAYP—THREMNETH Y, HDF TIXIR
MBI NI % O TR DOPUE IR L AT
[ERRATR

2. MEREGM  FEMOEBPRA L TORVER
IRBREIND,



IRIE : RERODMEREZ b OFMITH
ﬁi% ZIRL 534 L, IR I 130 & L7
TE L7\ TREZRITE N,
4.ME7 VT T A KT VT T ADK
ZWIEHNT HDF ORI ERTH 523, H
JERFIRE OGS Z OB LR/NTH D
sz X BRESNT
IR AN AW LAY A F D IS o TR
BOBRERNVPFHETEH STV D,

MAEZHE O W E FRE O Rk & L Tl A A
WEDBBNOLHLMNZEIN TS Z X
Ig6 & TM IIDARICHLED V Tg6 1L N
35-45% 53 A3 2 23, TeM LM NIZ 75-95% 5y
s D, EHIREEEO MBI T 166 1% 6-7
[F], TgM 1% 3-4 [A]C depletion 35 Z & 73HH

LN e o TWA,

MARRZ A TR E ST WIRT-

L AR FEDN/ NS0 2, BERE SRR mD
3N E N Wz B,
Kiwwm BT F AL

BT HL:R=V ) e T 7 ARY e
TI ISR BTBUKME CTOMBREN /NS <,
SR B00 LLFRZ, 7 LEBEMBESE
I 10%AT 2D 90%Lh | &I L0 K& <
Hr s,

AL Time over MIC THIEEENLD

L. BRI S RIE517, EAMSAR
I% 15-20% HDF TZ U7 J 2 AT
Do

2. 7 FUT XV HFEL54 EARA
#85~95% HDFIZXKBHZ7 VT 72 ADHHE
PEITAE

3ANANREL FUNRRL, AR
ST EITFNER 420,383 EAMARILL
HIZ 1WA T TR BESHICRESND
L2 MY T NRIEEEK
T — 358 306 Vd vhE <
REMEE 12%, BUKMHE LAY TESIRE
AHECTH D, HDF BOFENHIEEIND,
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—HiA hTaFy—, R aFy— R
a ) — EE O R AR R A RO
BUMMELAY T HDF (3Em o VT 7 v R
RE LB LNEG 2 2780,

RN aF Y — VTG ENRE O TR EE L v
72, —ERCIE TDM 23R S T 5,
HDF & PE iXHiEE M L _NVIicEx 58
ERRERD

7 FUTEXY HF:BREINICZS WD
PE:BRZE I L0 W

EZ U HIF : Brkaned<
frE SIS W

PE :

D. #%
SR A AT kT 2 iR bR TR R
FRZ HA) & LCHDF, MmiEEAmMAEE I L
LTPE Z1T> T\ 5, IRERFRITZ—K D
B A BRI CH D DI TEL, 72
DORERMED R HIHEEEZ VTV D
ZEEBIEICEB S MENH H, HDF [ IE ARG
AMARVE 2 REITARETH D08, BEARE
BPED B OE OBREITFE EFIFFTE A2,
PE 32D ThH Y ELOMKEHEOEWIED
BREZITFTRECH D 23, AKIRHEDE DR L=
IO CTIREV Th D,  WREEE DITR

NOMBRDOREWEZRET LS 2 LI
WEETH D, BIRFR CREIYERKOTLT

DB TTH LR, NN LRI T
BN E L EBAREAEME (RN A AR
D/NE N2 HDF TESBICREEND, L
TR THERNIZORIEL T RE LT, &S
DHEA IV TINEETH D, MRELE TR
ICHRREOERE LTG5 Z LT, flifElc
Time over MIC ZHx KIZTHZ LR A[EETH
D

E. #iim
Online-HDF, PE JfTH OHLEZEDOEREIC
DUV TR FTREZR AT S AFSTIT T & A EFF
TE L7aWs | iR b O Feik & S ik % 5



L CHR R TOEE LWHIEER H1EE
B U, ET2BMahE %z b S TR
MEHEEZXD Z L b METH D,

F. #Fge3EE

I FmCIE#

g

2. FEFER

S

G. FNEOPEMED HIFE « B ERIRDL
(PEEZET,)

1. FraFius

7L

2. FERPHTZEBH

7L

3. & Dl

7L
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IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

AFRITBIT D B RITH T 5 N LITRHBIRIE O/ MR ~ AT H R L O
BRHBRICET D7 7 — MRERR

ot h# LE =

RO RPEFHRRAET: AR

WM AR 2 R RAZT o — b

WIEEE « ARBFTEIE, SWERF ISR 3 5 N LATRIBIRIE O A 2 & Jad 775 10 s L vE
BNCRHI L, (RpliEm Lo ozt 25 Z L2 AL L, 2F0ORMEN~22
A 21T o 72, s THIAT STV 2 N TATHBRED Tk,
WISARTE, MEATARME, d L OMRdm A A L7z,

LRI FEE

BARFRE (ROKBRAES), Ik (K
RFETF), Kb (FERFRERES
1BREST), REM (TIERFEZEH RN
BilR Let o & —), gaREn (FHERYE
[25:25- S0 BfF J T Be )

NI D —% v 7 I —7F

L] (B EERREHEEENEL - I
B, Sk R (EERER AR R I e
HALZENEL , WIS CaFERRKFEHEL
FAED

A. HREEH

BT S ME AR E B O Ry D 7= DT 1T,
N TR BRI L 2 T IED & o [al1E
ERHIREDHEFF N AR AR Th 5. HHEMED
I« REE PR R BE 3 2 SR A F R BE BE T
SRS NTHF#BI Y —% > 7 7 v —7 (W6)
TIE, ZAVE TALITHBI O AT 50
FIFIZ oW TR 2 Ei, 2014 238t
AR A%t 3 2 N LB EIEIZ DWW T O
#E5, 2020 4E|21% On-line HDF Z2MEATFAR
BOBEN AT T DBROZREAA FE2FAT
LC& 7 L LEBRIITbI T D ATHF
FHBIIRIE D IERZ OIREH R L T,
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[A WG 12T 2011 FFi2hEfT L, 2=F 125 St H»
HRIEZGT-7 v — NRAAELRE, FAENT
b TELT, ERIZF LN TR, 4H,
BUEDOARITNZ T 5 N LB Oha1T 51k,
FEARZ R, BIORRICO VW THRAEL, AL
R Bh L DA 2k L BRE 2 MFET 5 2 &
L7

B. BEGE

BIERF R BRI X 5 TEAEICEB T 5840
A4 d K ONEFE M AR 42 (LOHF) oD 32 HEH
] ITBWT, 201841 H~2020 4 12 A
O 2 RN MR EENT £ 7o 1R A &
BEAT U 7= B 2 Bk L7z 102 fiskiox LC,
[ B AR B L 7= SR 2 E BN XT3 5
N LHFHIBRIEOREAT 1L, 8 X OMRIFIZ B
TALT o — MNREEZIToT. T — ME
ERRNEIET 58— T & RgR T B
M 28— R 11 O 2 EkERk L L, FHEHE
HIZLLFom@by & L.

1) BMEF AR IEGS L OV RBIERIEL, A
CHFAHBORVESEA TRE B, B WRAE (5L,
WEOTRRERIF, TSR, 2) fifT L Tw
DN TR, BLONAX 2T —T 7
T X, 3) A N LATAIBhRE (ks BT,



MAEZZHE, & Ofh) DEAGEEYE & BN EL1E,
4) £ N TARBHIRE (MgaEsE AT, mAEscH,
Z Oth) ORAT SR
AL web-based DT A — KT Y r—
varafunTiTy, i LT — 2 i
FHINCREAT LTz, 728, AWFEIIs EERKR
FHEIEERICTHRED |, KREH T T
7.

C. WrEmER
57 fiiigk (55. 8%) 7 BIHIE &R/, 7T r—
FHAHBIORRIT, UTO#EY THS.

I. JEGIEK
#&@m%@HTA MR 2 e R4
(BMERY), SRR AR S (EAMER),

LOHF a>%E%L%E%La>J“ﬂﬂ \ZDWT, FEFIEL, A
THFBh A TRE G, BT ERE B, AR
BIRIFIEGIER (AAF, ELD), FFREAE B4k
(VETE, BEL) oW TR 2157, SEfIE
1399 FlTH Y, FORMNRIZL, FEEMER
BMEIFAR A 207 151, B RS Sk S 42 185 fil
(MY 134 ), HaMER 51 4510), LOHF 7 44
Toh ol FETHILIEEMER 18. 4%(38/207
), FHER 48.6%(90/185 ) TH Y, NEE
BOTRIEBI D FETSRIE 37. 5% (126/336 ), &
B OFET- 1L 9. 5% (6/63 f5l) ThH 7=,
N THFRB A THIE 54% (216/399 fi) T
H Y, FEEEERCH 24%(49/207 B 12k LT
fEfT &N Tz, BIER SV A 2R T
1% 90. 3% (121/134 1), HEAMERI T 82. 4%
(42/51 Bl), FEERMEFARATIL 57. 1%(4/7
%) TN THFBI A HEAT S v Tz

F 7o, NLIFHBEATE O SRR T
T 45.5%(76/167 fi]) TH Y, EMER T
39. 7% (48/121 f4l), HEAMERIT 59. 5% (25/42
Bi),
FFHE e b O E R ERR 2 HDF JiafT /7 ik
illlna

PEFPEF A 4T 75. 0% (3/4 f3) Th - 7.

. % &, OLHDF fitig% ClX 43. 8% (7/16 ) ,
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HFCHDF Jiti % Tl 51. 6% (16/31 f3il) T~ 72D
(2%t L, CHDF Jiig% Tl 24.8%(25/101 1)) T
HoT.

IT. AN LHHBRIED ik

(1) FEIAT> TV B N LAFBh# L
MAEAZHLHARAS 6 Jifia% 11%), Mk

MDY 5 Hi% 9%, IMAERH & ik i i

23 45 Jiigk 719% Th -7 (K1)

(2) NAF 2 T7—7 7 & RAFEAEML

%*LR®NX%1?~77?X%A%Q

1X, PNFEERIRDS 88%(49/56 k), REREHIR

73 11%(6/56 fitigk) T - 7.

Hr

%
BT

M. miEiEENT (hemodiafiltration, HDF
)
(1) HDF 51k (HEEkmIZ W)
FF for 19 1 K I8 i % A
CHDF) #Z1T-> T\ 5l
GRS 28 fiig%, High-flow dialysate CHDF
(HFCHDF) & [A1& L 7-figki% 15 Miz%, On-—
line HDF (OLHDF) & [HIZF U 7-fitiakid 12 gk
T%ok_tﬂbﬁﬁwLD = DN T4
TIXR E Rk Ik 22238 0, HFIZ CHDF &
Eébfwémakﬂﬁ®mﬁxﬁf
HFCHDF & [A1 L T\ B Jifi sk 2GR D B
7=
(2) HDF 3 A e
MMAEFEBLRT, MMAERBLL, MRMRERSE, B
FOZEDfD 4 SDE BRI E LT, BRI
AT 2 15 7. BMAEFE BLAT -+ IMTE T Bl %,
F 7 IS BLRT + MLIRAR AL AL SR & O [RIE I
MR R & 2172 LTz,
JHF P e M B A B N YR & LT D R A
42%(21/50 figk) , MR AR F 25 6% (3/50 Hi
tx,ﬁﬁﬁﬁgkmm@ﬁﬁ%%Abﬂf

( continuous

hemodiafiltration:

I LT D g% 2y 48%(24/50 fik) Tdh -
7= (X 2).
BN L 9 5 A E R T, 0O



83%(38/46 fitizx) , MM 13%(6/46 fizk), IVEE
2% (1/46 fitigh) Td> - 7=, HAFLUE & 32 ik
FRAFEEE (BRI AT & LTI, 7
=THEN 16 fiigk & % TH Y, WWTPT (
%) 14 gt T o7= (X 3) . MR AETEE
ELTCMHFT v E=THOAREHNTND
HEK 72N 6 figgd> v, F£VILPT(%), PT-INR &
A THIEr LT/ HDF EAFLHEL LT
OMAF T E=TEIE, MIZE->T 0pu
g/d1~200p g/dl EHERH Y, 200 g/dl &
LTV D ds 3 gk & - 72. PT%40%, PT-
INR1. 5, T-Bil b5mg/dl ZEIEL L CZT 7
faE N TN 11, 4, 3 figkd -7z

(3) 1IERFIS 7= 0 OREITEIER/FEAT B 3%

LIEFIH 7= 0 B gefi 6 (1-30) (7] (FRe Il
ITOLEITH) Th-oT-.

(4) Mmyis: QB), EHTHkiiE (QD), e
#(QF), & (QS)

CHDF % JiifT L C\5 28 Jiipk DR &4t &
LT, QB, QD, QF, QS DHAFE D H AT
FFF 100ml/min, 750ml/hr, 800ml/hr,
500ml/hr T - 7=. HFCHDF & [A1% L 7= 15 Jifi
DI L, BRESMAEE O CHDF O#iPHIZ
WED 8 sk & brAN L7z 7 Jigk o QB, QD,
QF, QS OFREE, ZiZ4L 175ml/min,
500ml/min, 2000ml/hr, 2000ml/hr T&H > 7-.
OLHDF & [A& L7z 12 sk ) B, B
RNV D 72\ 2 gk 2 BRAh L 7c 10 figk
QB, QD, QF, QS O H RABEITZ41E 41 225ml /min,
500ml/min, 9000ml/hr, 10500ml/hr T > 7=.

HFCHDF & [A]% L CUW = SR ESE )Y CHDF
DOHEPHICH D & HIWF LRI LT 8 figk o
RRESME, QD 2% 13.3 735 67ml/min TH
D, I EOBITIRZ VTS &I SV
VNI LT

(5) HDF DR, #& T Mk

AFLHEA 72 S 70 < T o 72 (39 JiEk) 23
&% THY, WNTEMREOUE (6 sk
, ZOfh, BHREOUE 4 fifk), D
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FAAFR DI LIl U7 (A HE%) &y 9 (a1
N7z,

(6) Mk CHANANZATREZR FHFIBRIZOWT
A E AT

HDF fitif 7 Al HE & [A12F U 7= 42 50 fitigk 4, HDF43
fiik, CHDF46 Jiiz%, HFCHDF34 fiig%, on—line
HDF22 Jifigx Cd» - 7.

(

IV. MAEASHEE (plasma exchange, PE)

(1) PEDHBY (BEIaZ )

BEE RO FEDS 38 fiak & k% T, S
MEME OFRED 36 fizk, BV /LE L DOFRE
23 10 gk T - 72 (K 4).

(2) PEEAKYE

MMEFE BRI, MMAEFE B, Mg AR R,
BLOZEOMD 4 S>Z @R E LT, #HE(E
AT B 2 AR - I 8 BRI + MME S Bl %
, F T RMAEFSBLRT + MR AR SRS 3 & DRI I
, MERAER R & e LTz,

JH PR B B 2 ALY & LT B itk 8
20%(10/51 Jiiax) , MigARA S R 2s 22%(11/51
fER%), FFHEERERE & MR MmARE R A &by
CHIWF LTV D% A 55% (28/51 fiigk) TH
72 (¥ 5).

|ONJLUE & D IF R B ME AL, OB
88% (35/40 fitiax) , ML 10% (4/40 k), IVEE
3% (1/40 Jfizk) T - 7-. BAKLYE L 4 2 Mk
A RS & LI, PT (%) 28 34 Jiigk & % C
HY, RWTPT-INR 15 fiigk, 7> E=7 8
ek & e (6) .38 fiax D 5 H 15 figk
1, R D MR AR DWW T %
CEZELTCWE.PEEADREYERE L LT, PT
%40%, PT-INR1.5, T-Bil bmg/dl Z %17 7= Jifi
RONTENZFN 21, 1, 3Makd o7,

()1 Bildp7= v OREATIEIEL, S TIRFMH], B
Ff TR i A

PE 1% 1 #2472 0 F BT 5.5 [HIfEfT S 4
TEY, 1\ 4 FFFEAR CTT LTV Dk
2% 51 MiEk 28 fgk & ik b o7l 1 [Hld



72 0 OE R A P el 22 (2~
40) AL T, 40 HAL & B L 72 figx 28 13 i
ERBENoT.

(4) MAEsrBfERs, BEmEAE, CHDF & off Iz
W

PE % ffifT LT b1 fifiask 41, fEsd i b
OyBERR A LT D itk A% 50 gk T, MK
[HiFE 0. 5m* 2 F L T B Jitiak 23 28 fitigk &
&% Cdh-oiz. £7=, CHDF & [FIRfE1T L C
WA TR E 30 fii ThH o 72

D. B
ARFFETIE, 1. AR 2E F1 5 & s
Ji, 11 NTHMBh O 5%, 111, gl
BHTOFEM, TV, MAEHOFEM, D 4o
DN Z A LTz, [FIZEFE) 55, 8% &K
SRR E LT, RIZHIRAE N -T2

ENEBZ LT,
SEFIEUCEE LTI, BUEFR SRS X
% TEPENZBT 22t~ ek L OUER
PEIF A4 (LOHF) D EREFA | 12V Tl
RN DR S IVTIEG A iR L 7e BT
AT 12Dy, BIEFIFELHNFRIZ OV T,
[FFHER A DRI R A S RN I2 & -
V. N TP eGSR A 7o &, FERE
FEADEGZ I\ T h 24% TN LAFA/# B E
DT S Ce, Bl CIIadER ©
90. 3%, HHAMEI T 82. 4%DIEFNIZxF L TA
THFHBEIEDN T SN TRY, 2F0E
R EERIT 45. 5% CTH o7, S B2, HDF i
AT HERNC R 72 EREEEE SR 1% OLHDF ©
43.8%, HFCHDF T 51.6%, CHDF T 24.8%
&, BERIZHE UIRWERTHY V), LTI
TR B G FIECREAT R, BESME LA
PET, FMICHRETO0ERDH D LB R
b,
NTHF#iBh O Bk & LCix, PE & HDF @
W52l T LTV & DREIZEDN 19%% 5
7oh3, PE BUMR & [A128 U7 g% A3 11%% A5
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7=, ZOHEIE, 2011 FITITo-HE L 1F
EFEROFERTH Y 2, RFIEHEN S FIT

LIS VoA RV +5RiE LT
WRWZ EERIBLTWD EEZBND.

N THFfB#RIED 5 © HDF OE AFLHEIC
DUVWTHE, TFEEMERE & kR ARs R a2 &
Y CHE LT\ 5 EDRIEN KRS TH
D, RS TN R, MWD
MEHEILT =T BN g% Tdh-7-. HDF
DORATEMER BT IC L > TEE T, M
AL EICRERENRH > T2 0 T
<, HFCHDF & [RIZF L7- 15 ftigk o 9 % 8 fi
XD EIL, CHDF & [aI% L7z Mizk & R D
MEE LR THD Z LV Lz, [ERere
RET 21T 5 720I12iE, HEEOEROFHE—H
VETHDLZENRHALMNE T,

PE OfEITHMI & LCIE, BRI 1O
EDRIBENEKL ThHo7=0y, BAKREL L
TIPS & MR AR A BT
T LT D & DEIZD 55%, FFHE B
DI & DEIEN 20%% HH TV, S
HE7)> D DR EEIZ % 59 5 N LT AfiBhE
EIZHDF ThH D &V RERBIET A N
ITHOBUE S, HHHEEEDE ORE L HRY
\Z PE Z 51T L CWVDIER DN H D L)
ZENHBINT o7, PEDEAFAEL L
TiX, 7a bR %, E£720%
international normalized ratio: INR) %
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