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Zz, /NEpFkEg, & FEF, FLEf,
BRBEE, SR, HHEZ, BWILE
B, B GV VYMEYXE:
L /- EiE B FEIC B 5 R trypsinogen—2
HEDOEFRME. FBHHARZERXS.
HRl. 201048108 9 H (9 B-11R)

H. &8ROI - BFINE(FEZED)
L. ks B L
2. ERFEESR 4Pl
3. XD LRl
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BAEZBREMEREMDES EEERERRAEER)
BEoEpEHR S E

DPC 7= 4 [CE S Bl EEEAMKERCHT 3 HEIAFOTR

Prociheis BHEER EXEMRFARBESHE #HE

HFEBFEE
FHHEE (EXERAFAREESAE)

(ARES]
SR OBEICEET 5FEDFSE & L ¢, Diagnosis Procedure Combination (DPC) 57— & % >
T, mdEOEESHERRICEBY 5HEERBEOBEROSHET> 2 &

A. BB/

SMEROBEICET AHRENE L LT,
Diagnosis Procedure Combination (DPC) 5 —
ZeHWT, REmEOEESWRRICKT S
HWEREEOHROGHZTH L.

B. A%

200844 B 5128 9 » AR, DPC s
FIFEETH H633MRIT I\ TEHREL L 2h
SN, RERBROFERPTORU ETHh- 7
111G = *t% & L. DPCF—%Ii%, £48
A, #31, ARBKEH, BRAVCERAGEE DK
FEEABREFOFAL L, 2ERNETEHR
LEET77ANVRUF 75 AV LERIN
TWb. FEEGEICBEAL T, E 7 7 4 ILiCid
Fie B RO 1 HY72 0 OREEBATESN,
F7 7 ANVICEEEOERa—F LFEHER
HMICREIN TS, SHERICET 25
A FTA VBT, EEEIIBE & |
KAlEnA72%, DPCTF—ZIZB W THER1
KEBRAD, “BERESMERER” La#shTw
HIEGI % EE, ZhLUAOEN % BIE & 58
L, EEEZFDODERUF 7 7 A NVIZEHEINT
WSRO, 5 R OEER A hhit
L, BHEG] L ERER & THE - a7 - 7.
£/, EESHERICKT S, BEINHE
OB L FETEROBRICEL THLRE 21T
> 7. W, A 2F/BRELT Stu-
dent—t T & VT, p<0.05%2EZ%EDH
n&Ls.

C. iR

BEGNC AN, EEF TR AT & AT
+ N5 (SBT/CPZ) O 54EE NAERICIE
T4 5—7(60.5% — 46.6%, p<0.001), Ao
NALMEPM) B A INKAY ST AXF Y
(IPM/CS) DE 5 HENEFEEX T b - T LAY
A7 (MEPM 15.8% — 34.5%, IPM/CS 14.3
% —41.7%, p<0.001). L L7%&Rns, HE
OV GIRITBEFIC X, BEEMCH
BEICED»-7-(8.4H vs. 16.7H, p<0.001). #
Sa3h/-EEOREBERICBIL Tid, H|EFIT
REBEFNC AN, MEEOBFR G OEELE
HITIE T L (62.6% —39.0%), 2@¥ L. LD
BWHOBEEL 5 OE GBI AR A2 H /-
($<0.001). F7z, EIEFICISWTHEEL
FOPEEEEBTONIEE, ABESFEEX
1352.6% & FEWr @l % RO 7.

D. &

ARBFFE CIIBERIC N, FEEMICH T
MEPM KU IPM/CS OB 5HENLFEEL
> TERZRD. ThETlo, MEPM KU
IPM/CS %, BEHBANOBITHELREWT &8
MRINTEYD, BREMREEERERKIOBL
MO REYFE FIE R IZ & MEPM & IPM/CS iz
AL PREDEL, RAFOHRERT I &5
WEINTWA, 7, 2003FE LV HAICE
WTRfTEINTW5, SRR 228N
AFSAEBTL, BBRAXRYZ MLD
MEPM KU IPM/CS O# £ AHEE X N T
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A, TNz, KFROBERIL, SEEICST creat Sci. 2010; 17: 45-52.
AEFEAHBERICEVWTEETA P4 /KR 2. ZMBERBENA RS54 20108GTHIRER

> THEEESE BTN TWAREELTRBL T & AMHERDEAAFTS A4 2010(83
HEEZOLNS. LMLHH, HEESMERER WO . TR : SBHRM, 2010.

T, FLEEOEHER S B SBEAIC T 3. FAWRIL, MEETEBIICERTETHS.
BICEL, B3N/ EROEE - Bulksw HE®EZ, BEER. DPCTF— 22 0H-E
Tid, % DEMATEROBEBEOIIFEEO RS B ERE MRS IC B A HEEREOBRR.
BITbh Tz, APFE TR, EEFAIKS W JEERE: (In press)

T, BEEOHHEXRHOEEGHBIEICHNEE

K@, Z0kd, SHEOEEMTIIERDOT G HIRER

EEW TR R UEPRESNE L SN, MLRER FMe L
EHR RO SROBEOVNEER 5 07h- . FRRE B4l
7-hoEBEbhb. X512, bEHUEOHE
ERRE X NIBEDOABRPIETEKIL52.6% &
ZICE L, T2 AR, BB OERRE
SRR STEEREOR L X% LRk
LTWALDERDNE. LHELEBD, 5%
DPCF— 2 # AV THEEBEONE LEH
DOFEEABEE_ 2 UV 7 TAHILICLD, &
FESMRERIC BT AHERERROBRZR L/
IVFVARERBL T I ERARETH 5.
ZLC, Bohi-T TV AR, BRhiEE
WEATELT HODFERELTBEIAF S
AV OBETREBI TN T 5 BEZEICK
B h, SHEEEEERROTFEROESLES
BERPEFEINS S EEZONS.

.

. MMM EEOHE - BRRAR(FEEEL)
FrEFIRTS ML
ERFERER &AL
Z DA &AL

W o= T

E. f&m
EWMECTSEEAMBEAR T, BETA
RS A VIR - -HEERSIMTbh Twic
By, % OIEGI CREOBEEOPIEER G BT
HNTEY, BICEEOBEHOTEER SN
B XNAEFATHETCRLE L, GhEEE
SHERER KT SPTEERBFEOE L IPRE S
Niz. LaLahbs, 5%, fEEERONE
CEBEOFHREBERET_ XUV THIEICE
D, BALHBERRS LT 570D REE
BRPL O INAEPFEINS.

F. &3
1. Hirota M, Takada T, Kitamura N, Ito T, Hirata
K, Yoshida M, et al. Fundamental and intensive

care of acute pancreatitis. J Hepatobiliary Pan-
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BTG BR AR mMS (BRI ETUR )
e o HE RS SR

SUEREREAE(L & MiF ADAMTS 13:E 4

PRt s MHIEA REREERAYS 3 M s
Sl 2%
BT, BATS, BIUKE, FOFEt, SMEA— EBBE, LR @F B
(R RIATEEREA 3 PIRH)
AATER, BRI (R RIRBE B4 )
PERRHEE, BUbk (RRBSIERATREE)
(FREE]

BEAE SRS (SAP) 13, BB L WRIE & &5 RERICIEBRR 2 O BRICEEER S % K7
TFEARLEETHS. ADAMTSI3iE, MR &% & RIGHIC E #8545 F & von Willebrand
factor (VWF) < )L~ — (unusually large VWF multimer, UL-VWFM) % 5 f@4 % 7%, ABEEENH
ET9% & UL-VWFM 280 L, /MRS & 7 0 SERS oM MEEBE A BRI 5.
4, SAP % LU NHSENH T IRERA SR (ERCP) 5412350 5 18 ADAMTS137E M O B)RE
G -

Mm#E ADAMTS13{EH (L, SAP RHIICEEED 1/3 IKETL, Tl 10%RE D & T2
LR, EFATRERACERT S, ZOE, ADAMTSI3EM AMEVZ Y APACHET 237 i35
<, BBENEEUOTHIEGHINC L Z LUWEMEAY R L 72, FBERO ADAMTS135E M, [
BIVFFFYVROTIENRIS 2 —ERE VT Y, K45 7. UL-VWFM i1,
ADAMTSI3FEME W, ®EL(K Ca MAE, acidosis, FmY A F B A VIMIESHPICERICKEH XN
7z BHARADO ADAMTSI3EIR T4 T % PAT5S (1423C>T) ONF O R Y, SAP12 fiE @ 3
B1(25%) LE A (959 ICH LB WEMICH - 7=. 735, Perfusion CT iz X 0 K& FAREEETE %225
7= ADAMTS13iE M EECTH - 7z

ERCP #£1C SAP % 3E L 72 #1> ADAMTS13##1%, ERCP #E HiCi3Em L 7- (50% —24%).
BEPAZEIC L 2HEERFRA T, WML 2 VWFHFIIHFHBEE FL 7. ERCP#%,
ADAMTSI13{EMSRHED 15 LA HET U 2283 FHE FEICH. L, ERCP#i0 VWF HIERASETH
o7z,

PLE XD, ADAMTSI3{E#iL, SAP ORMZKI 7% O FICFROIBEIC: D B AREERRS D,
VWF KA I MOEEREIC L 0, BEBMEREEED S S BEARLICE AREMBICFICE S L Tw
LA REME SR I NALY. 7z, ERCP #0 ADAMTSISIEMN OBREIT, BEA 7% &N IRS 5510
L5 BMRIEMRISOER L BHE S AT B 5.

A. T BE®)

HIESMMEER (SAP) 1L, BOZE L WA
& e Bt RIE ROSHE B FE (systemic inflammato-
ry response syndrome, SIRS) 7> 5 E3RIT 41K
WIAETRKICTTFEARARLERETH LD, F0
REBFIRLETOEPI N TN, &
MRERERELOBRF & L C, mMEHEAMEITHEIC
&£ % hypovolemic shock, BEEBEMK - MERN
BRI AN E A b 7o b 7 U —5 Y
AV, RIE¥EY A A4/, disseminated in-

travascular coagulation (DIC) % o) %[5 45 & B
Wi Y OBERE 2 DN TE D8, SHE,
FIERINCED A 75 & FEENBIIR OB E 7 &
DGR IMERBEENPHE L Tk, Thaza
PERER EAE L & BICBIE I S JREME SR L b h
TWAD,

ADAMTSI13id, i/ & d KInHIc s s
Hm 182 VIOWF < )L F<— (UL-VWFM)
RS B0, ABREESET S S & UL-
VWFM 238, iR e F R ER &7 D

— 142 —



ZEROBMERBEENP BRI N 559, Mtk
P IR A M SR B (TTP) I3 AREER ME T
L7-JREES) TH A LR L NI I N
WOTTLR, et MERBEEOB S Gl 4
DOFEBTOFENPEEINTETWAII, f¢
Sk, TTP O AP ICEURERPRIET A &
DEE SN TWADR, K, SEBEROR
@A TTP BARIE S 5 FIBHRKRES1D, P
REIf - EREESEELRBEERDO—> &L T
BEHINTWALZ,

Z T, AW TIIEMBERORIE - #RI
LUEIE(LIC 5 5 ADAMTSI3iEEOE# %
B ONCT H7OICLLTO 3 maEfRE L7,

1. SAPIZ BT 5 Ifii#fE ADAMTS13iE M O &)
R L ZDRKRIIESR

SAP R AE R #I » O #8 % 1B » T I 4
ADAMTSI13iEMZRIE L, ABERORELHE
FHBEHXHOLNICT S CEFR2IFE) &3t
12, ABEFRIEM & FEICEE T A IMEY A F A
vV, IVFFEREYVY, BNRISAZ—F
(polymorphonuclear elastase, PMNE) O#:F %
B L2 (CER22FEE). 72, BRAAD
ADAMTSI3EETEE & LCRASh, M
MR OBETEH I TW5 PATSS R
(1423C>T)®O OFEIZ OV THRFTZ N2 7
(PR224EFE).

2. SAPIZ ¥ F % perfusion CT & & Ifii 4§
ADAMTS13iEEOBEhRE

Perfusion CT (Z SAP IZ &1 5 IRz 1 % F-HH
ICEHIE L8 A C &S S NERIKICH S >
H A, LHE, LEFITIIH A5, perfusion
CT & & ADAMTSI3{EH O#ER BT L 72
CPFRL224EE) .

3. WESRMATH IR EREE & (ERCP) Rtk
I B0 % 14 ADAMTS137E OB fE

ERCP Bd#EER & SAP O RHDO—>2 & L T
\BHEHIN TS, £ T, ERCP MfTaitk
O 14 ADAMTS13{E % e L, ERCP #
BER & OBSH A Rt L 72 CRRL224FRE) -

B. AR A E
1. SAPZ 1) A I #E ADAMTSI3E M O &)
BE & Z DRKIIE

WL ER21EE L F—EFTh D EESE
SR EEEH A ICHY T AEIER
MERER 1361 (B 1061, % 3B, F#rd53+£157%)
TH5(FE1)D. ARk APACHE II score (%
FEH6+3THD, EFI1LG, HT2HTH
. BRE7)Vva—v 74, BBa 246, ERCP
®B1pl, BREIHITHAS. BHEHRLL T
ISR EINR 2 O I BRENR 2> O BUAEWE LB
FEFPAEF OB E #1141, CHDF % 3 4,
PEEEFE AR BR LT 2 4 BT HETT L T\ 5.

1fit #% ADAMTSI13 #& # (3 ADAMTS13-act-
ELISA20 | i # VWF $1 & ( Dako, Kyoto,
Japan), Im#EI1L-6, IL-8, TNFa & (Bio-
Source International, Camarillo, CA, USA) 5
L Ui #E PMNE (Human PMN elastase ELISA
Kit, Bender Medsystems) % ELISA 12 CHIE
L7-. I#E UL-VWFM (i vertical SDS-1.0%
agarose gel electrophoresis? % F\THEHT L
7z. Ifi#E Et (X chromogenic substrate assay
(Toxicolor LS-50M Kit, Seikagaku Kogyo Co.,
Tokyo, Japan)iZ & 0 #HIzEL 722122, Z DR,
I #E % 0.02% Triton X-100 & EF1L, HERME
Eticid 54 v e R —%"RET H5I1C, 70
EE, 104 REEILERE2 1 Kkinetics analysis (T
BIE L 7. P475S Em T4 (1423C>T) i,
RAFIMEK 7> 5> DNA i L, 12% H D exon
% PCR CHIIG L 7=, HIFREZSE (RSAL) TY]
WrlL, TERKENC THEREL /-

2. SAPIZ ¥ F % perfusion CT & & I #&
ADAMTS13iEM: DO BEYRE

SAP2 flIZ 8\ T, FEAE48IRFREILIA & 2 AT
#% O 2 , Perfusion CT # fta 77 L , Il %%
ADAMTSI13iE M O HER & #&5F L 7. Perfu-
sion CT (I AFAEPFFEP DO [ BVERER EREREFF
{filc 331F % perfusion CT OF HHICEE+ 5%
MRk BF7E2® | ICHEL ThfT L 72,

3. ERCP itz B1F % Mg ADAMTS13iE#:
DEYRE

ERCP Ji 112261 % xf 512, ERCP HafTHi,
W4T 3 WERE, FEHIC M4 ADAMTS131E#: %
B L, ERCP %L & OBIE A T L 7c.
(fRE i~ DOELE)

AHEOEF I TOBED S VEAFKRIC T
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® 1 EERMERRI3GIOER K

CI  APACHEN SOFA DIC Hb

Age/
No. grade? scoreP

S Etiology

Plt
BC XL
score¢ scored (g/dl) (/mm3) (x104/ ) (mg/dl) ac(t%rl)ty (Ai)

ADAMTSI3 VWF: [ B

mm? VWFEM treatment

1 60/M alcoholic D 10 9 2 18.5
2 53/F CBD stone D 5 2 0 14.7
3 41/M alcoholic D 8 1 0 12.7
4t 51/M alcoholic D 2 4 1 16.3
5 36/M CBD stone c 2 4 1 15.6
6 40/M ERCP D 8 2 2 14.7
7 57/M alcoholic D 7 5 2 17.2
8 60/M idiopathic D 8 4 2 16.6
9¢  64/F idiopathic D 7 4 3 11.2
10 51/M alcoholic D 3 1 2 11.6
11 48/M alcoholic D 7 3 2 21.4
121 37/M alcoholic D 10 8 2 11.5
131 91/F idiopathic D 12 6 3 12.7

arterial infusion

19900 10.7 22.9 17 334 -+ CHDF necrosec-
tomy
10000 23.8 4.2 30 318 — =
10100 20.0 22.1 45 277 + necrosectomy
10400 8.7 0.7 39 489 = arterial infusion
10400 11.6 16.3 42 295 = arterial infusion
17700 29.5 23.8 37 312 — arterial infusion
21500 151 101 28 369 - flgﬁggééﬁgﬁfn
12800 15.6 20.6 22 462 + arterial infusion
9600 6.1 55 65 374 + arterial infusion
15600 43.2 2.0 75 208 = —
7000 8.2 10.1 37 699 + arterial infusion
13200 162 164 23 645  + Ialfetcerrggéc“glr‘ns;"“
16900 16.5 17.1 15 443 + =

a Balthazar 5iC %% (A~E @ 5 BT E A3 & HE, Radiology 1990; 174: 331-6.); » Knaus 512 & % (0~71% T A7 —{b L7155 & &, Crit Care
Med 1985; 13: 818-29.); © Vincent 51C & % (0~24I A7 —{k L 2455 b Hf#, Care Med 1996; 22: 707-10.); ¢ Taylor 51 £ 5 (0~8 12 2217 —{k L
8 2k L HEM. 5 LI EA DIC I 4%, Thromb Haemost 2001; 86: 1327-30.); ¢ IE##EMH (< 0.2 mg/dl); f alcoholic liver cirrhosis; & cryptogenic cirrhosis;
" hepatitis C virus-related chronic hepatitis; ! non-survivors; i continuous infusion of antibiotics and protease inhibitor via the superior mesenteric artery

and splenic artery.

CT = computed tomography; APACHE = Acute Physiology and Chronic Health Evaluation; SOFA = Sepsis-related Organ Failure Assessment; DIC = dis-
seminated intravascular coagulation; Hb=hemoglobin; WBC = white blood cell count; Plt =platelet count; CRP = C-reactive protein; ADAMTS13 =a dis-
integrin-like and metalloproteinase with thrombospondin type-1 motifs 13; VWF: Ag=von Willebrand factor antigen; UL-VWFM =unusually large von
Willebrand factor multimer; CBD = common bile duct; ERC =endoscopic retrograde cholangiopancreatography; CHDF = continuous hemodiafiltration.

FHZ T ECRBEZE TR, BEXER
TVFIREL, TOaV—3ERENRE L
TW5. %7, PAT5S BIET 4B DA IO
WTIRARFE b7/ A - BT REE
% (% F 565, FH214E 8 A25H &) O
AT\ 5.

C. R
1. SAPIC &) % M4k ADAMTS13iE ¥ O E)
BB L Z DERIKEZ

it A DI ADAMTS13iE#: (GE#) 1299
% (n=56)Tad - 7-. ADAMTSI13}E#:13,
SAP A CIE ABEEE 2 98 H IC &R EAHE (32%)
ICEL 7R, BRAICER L2, FETHITIEE
1~2WHIZ10%~15% & ZEH L 7= (K 1A)2).
FEHE 485 [ LL Py © ADAMTS137E M 0 5 {5 il
A AICH L CEME (X 1B@), VWF HiJR
3EE (K 1IB®) #7R L, fERE L CTVWE #
7 /ADAMTS133E i3 ZHIC LR L2 (K
1B©). ZECHID 2 Bilid ADAMTS137E M A 5%
LK<, VWFHIE A &<, VWFHE/
ADAMTSI13iE# IR b EETH - 7. 7k,
ADAMTSI13{Z %f 4 % inhibitor {3 #& H X 1 7%
» o fo. FEREASKER LA @ ADAMTS13 1% M

IEME L, Ao APACHEIL 207 — ¢ &
OHERER (K IOILH D, SlgE e s E
Tdh % SOFA A7 — S ERHT KR ICH L
T ADAMTSI13/EH IIMEMETH - 7=. —F, F
FEA8RFREI LI O 1f 4 IL-6 35 L O IL-8 i3,
HACHLEBEICEMETHY, ADAMTS13E
PITIL-6 35 LU IL-8 & A DOFHBEIBIRICH -
722,

UL-VWFM (31360 7 flc s L1572
UL-VWFM (3 FE T F D 2 §iClid SAP FAE F
et s h, £HFFITIIARS 1~16/FH
TR N /=78, necrosectomy % & s 411
BRI X D EBMEAICS 55229 HICIT %
L7z, —75, ZBHBETRLIEESHHITIE, UL-
VWFM I S iz -7z, O, UL-
VWEM [GHRESEEREIC L, ABE48KFEILL
A D ADAMTS137E M 3B, VWF #5355
fEzmrl, IL-8IEEIEME T, IiE CalE
¥ £ Uf Base-Excess (&l T - 7-2).

miE Etid, ABES 1~29% H Ti365 pg/ml
~88 pg/ml & & (<10 pg/mD)ICH L HE
WCEfEzazm L7z, Dk, BEENRERIES AR
BITIIIRAICET LD, BEEEKEREHE3
PITIE, BS~FIHRBCHTTIHICER
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<o
o

) ¢ §60 °
by Q
Q
< P 3
. 5 o B 0
» : = 0]
# = 9)
= i < 20
z B 2 o
<< i < 0 .
1 3 5 7 9 11 13 15 17 (days) 0 2 4 6 8 10 12 14
APACHE Il score
B @ — ® © :
— 160}, otoof — 7
S ¢ — p:
Q 12 Bl b
& 2 £ 10
@ gof: L =
[=)
<Et ke E < =
o0
S 5
N SAP N SAP N SAP

K1 EESMEERICST 5 MmEE ADAMTS13EN: & VWF #i)i
(A) EREAMMES (SAP)IC 31 5 M4 ADAMTSI3ER OHER. AR IER#A A T4, +=5tCHl. M4 ADAMTSI3E
PE3 SAP G TIIA 275 HICRIEMICE L 7288, A ICEELAS, HEATIH I~2FAICERLA. (B) ABz4skH
LA O ADAMTS13HEH ORIEMEIZEM L, VWF FUROREEIMMN T A58, VWF 57/ ADAMTS137E 1 HId ER 1.0
H120.82 %81 7-. (C) ADAMTSISIHEMDE TFid APACHE-T 27— LR L #ICBI# L 7= (r=—0.750, p<0.005). N
=@EA, SAP=HEAMHER. *p<0.001. O=4Fp, @=L CUk2 ZBE)

L, EIEHAOH 149K H1Z20 pg/ml Fii&IC & T
EFL. RTCHEO1ETIEE 1% B 37 pg/
ml, & 2K H462pg/ml, &5 1HII%E 1wH
51 pg/ml & EfE% xR L7z, Et 450 pg/ml
LI EOEEZ R L 72FEI NS FORRCHL T,
ADAMTSI3{ERIIEME TS D (22% vs. 43%,
p<0.05), Et#Eix VWF §iJit/ADAMTS13
EHEH & IEOHBIBIGRICH - 72 (r=0.732, p<
0.005).

I #E PMNE #E (3, APEsE 1~2% H109
ng/ml~222 ng/ml & %% (37 ng/mb) iCH. L
3~7 AR L7z, FECH 2 Fld PMNE =
FElL, %8 1% H226ng/ml, 116 ng/ml & & 1fE
T - 7=. Necrosectomy a7 &L IEHTTFINC
L, % 2% B PMNE #[ 3/ # (267 ng/ml
vs. 86ng/ml, p<0.05)THY, LEHILEE
BEEITIEEBEBICH L, 1, F2HHAE
PMNE EEXE WMEMICH-7-. B1IHBED
PMNE & £ i3 ADAMTSI13 7% # & & © HE
(r=—648, p<0.02), VWF/ADAMTS13t &
TFOHES (r=0.663, p<0.02), IL-6, IL-8 & IE
OFBERERICH - 7.

P475S O~ a2 B3 SAP12HE Fl+ 3 FEFI
(25%)IcAa B, BEA0.5%)ICHL SHE
DOERICH - 7.

2. SAPIC B F % perfusion CT & & I 4§
ADAMTS13iE DO EhRE

B O 1FIE, 7T6mFBME. AR
RICTHIREEARE (X 2). BEEB CT CHEEX,
WK OB RO /2y, RIE4 BEBRYRERS
Abg. & CT ICCHRIZELRL, B> LR
ICEAEFARER B TRELEICET B HEKA
WD HNT-. B perfusion CT TiE50% LA ED
BERER RO, EEEHEEEDOTRAT
4 /5, CT grade4, APACHEII 207 —195 T
%o 7-. CHDF, PAEWE & KEEZIAEROE)
TR L2, BH, MKEHBEL, A
T4 B » 7x 4. abdominal compartment
syndrome {Z%f L U FEAMT % T L 7228, B
%, WMRALOHEL L, ABISHHICKT
L7-. ADAMTS13i5E#Z, ABER21% & Kf#
R, F3RAIC29% LBE LFH L /228,
LIt811% ~19% OIE(E % Ffc L 7. VWF LR
X ABER378% L i~ L, 287 HICZ648
WICETLRA, LIE300% ik % HER L 22 (K
2).

EFEFO1HIE, 468K, FE. TIva—b
MAMERIC THERBEAR. TERETF0 A,
B CT grade 3 (AR OEHAHIR, BT
BICETHRIEOWK) H 2Lk, YUBREERE
ABZ. B perfusion CT CITEEFEHEIKITIZ & A
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o~
o _
==
g*‘v 40[ Bl 5y
< 0
E g 10[ 9.5 -
o & 0 1.3
ar., RERTFE
=3 z‘oE 1.0 1.4
w2
E olanEFL

3.5
25

710 12 14 16

18 20 22 24 % 28

K2 EAEEERERIC I 5 EE ADAMTS13/EME O
T6RETE, BERERIC CHARBE AR, BEIE K & AR ORRE RO I, T 4 HHRYRERAAR. & CT IC THLEX

L, SHEH»ORMICESEH AR & B TRIGEICET S8

KBRS B N7z, B perfusion CT Tl50% LA EOEEFEFEIR A R

7z. CHDF, #i4:%E & BRI ER OBEBEE B L7272, BH, MABEREL, ATHREE LS. UL, B
%, WRRLOHEL <, HISWAICIT. ADAMTSI3ERIE, ABE21%, 5 355 H1029% & BE LR L5, L1l

~19% DIEfE% F5fE L 7-.

g
3H8H 23:30

H9H 10:45

ADAMTS13EHE (%) 50 53 39 24 42

VWFHLE (%) 109 110 87 115128
23,00
3000 8:00
> g ol ERCP
<= fooo 19:00 Amylase
30
& 20000 WBC CRP 20 29
£ o000 . g%
oL

—= 5 T.Bil 300_
a3 2l ME B
=e 8 ALT 100 =

20104 3/6 3/7 318 3/9 3/10 312 315 319 3/26 4n

K 3 ERCP BB RIEGNIC 15135 ADAMTS13EMOHER

675%, ik, TEABENE. SkBeRFEE (T.Bil 12.7 mg/dl),
&, ERBD % {7 L 7= (FrEEREHI30%) . ADAMTS137E M
HICIE39% KT L, FEicid24% &EHL -

ERD LN fo. HEERIAER, HEDWYE
FOBEREICT, RAlICdEL, FBIUFEH
IZiEBE. ADAMTSI13HEME T ABZR43%, T A
121385% & B, LIE84% ~118% #HERE L 7-.
VWF $ii, ABEEF142%, TH253% &R
L 7228, B#g133% 2 H111% 12 TIET
L7
3. ERCP §i#21C #iF 5 Ifi#f ADAMTS137E

DENHE
SAP Z#FRFE L 72 1 B3 67%, Zoi:, FERHA

FBgRERE S (AST 76 IU/L, ALT 248 IU/L, ALP 2187 IU/L) %# 2%
, ERCP #ii50%, # 3 WR§f153% & E & 770 - 7225, ERCP # 7 ¥

BRETHY, Kbeks#EHE (T.Bil 12.7 mg/dl),

FFHREREE (AST 76 1U/L, ALT 2481U/L,
ALP 21871U/L)## &, ERBDIf 174 (FT%E
RE130%5) T - 72 (K 3). ADAMTS13yE
i3, ERCPHij509%, # 3h53% & Z47h -
7275, ERCP # 7h Ti339% X &€ F L, Zic
1324% & FW L 72 (K 3). BHERAZEIC Xk AR
ROFFEFO 2 HITiE, HEhnL 7 VWF I3 H
BHAERIE T L 7= (311% —>232% —~101%, 333%
—346%—>116%). ERCP #% ADAMTSI13iE#:

— 146 —



DHHED15% L EET L 728 (n=9) 33HET
BE(n=13)1zkt L, ERCP §ijo VWF A EfE T
- 72(179% vs. 92%) .

D. E=&

SAP IZ B} A I #E ADAMTSI131E M OB RE
¢ FOEEKRIIESRICBIL ¢, ADAMTS13iEH#:
i3 SAP BHlCiZBEED /3K L, LT
BITIRI0%BEICETEWT 55, £FHT
BHExICERLAZ(KIA) . C DE,
ADAMTS137E M AMEV T ¥ APACHE T A1
7—it@< (®M10), ZEHET &G0 TIEIE
EHPICHE L ZE LU WEEARL 7. /MR &
b RIGHEICE T UL-VWFM i3/EREOHER L &
(CBAE L T H, LA 2 FICid SAP RHE
BN, £FFITIIARS 1~163%H
F ORI INH, BEERERICHHH2255H
e L. ZL T, UL-VWFM BRI
B ICHL, ARBEBUAD
ADAMTS137E# 2 EfE, VWF HiREAES
~L, [L-8REREME, mECaREL LU
Base-Excess 3 EETH - 722, INHDBER
i3, miE ADAMTSI3IEMOET, VWF HiE
ORI 5 UL-VWFM © 1 B.id, SAP
DOEREE L LI EER A2 OHERE & BICBE
L, SAP DOFHOBEO A 69, M/MGE
BT L AU IMERES, 5 RER % i
L CSAP BIEDO—FER & 7z HuJREE LR L
TW5%

SR TR O UIC e T 7S OBV NME
BEEAERESh, BEELEZFIERITLEEZ
LRTEY, ZTOEF & L CERE - HEROR
HHAER S TW52D. SERE O MU
LHRBEINN, 6% DICEEKEIIARS
Nicd - 722, i ADAMTS13iEH OK T
i, wiimHEic UL-VWEM ##Ens ¢, §39
JEATF I B\ T MRGEERSE & /i U CRv M ke
R % TTREME A D 589, HE, ZHRER
I 36\ CHE R O MEEDIR I /MR e SR &
NTW5bZ L2, EEAMEERET VI v |
KB\, BERWD»SEOARL LT, KB,
FRbg, Mifi%s, &5 cvMERBEZESEIE
INTHYD, IhbEERADEREZFFT S

LOTHSH. 5%, M ADAMTSI3IEMERE
FlD SAP ([ BT, It/ MR IR D 8 % EE
LTS ERDHHD.

SAP i= 351 % M # ADAMTSI3FEHAET O
BRFIIREAHTH A5, 4E ADAMTSI3IC
T HA VL ER—FRHE I/, B
EE CTalFERICI> S ADAMTS131E M 4 #l
FLHREC LS &, aERAERES TTP &
FGE U 7214004 3 B A1Z inhibitor 23% &
n, Bollflic/A v x—@dEEInTE
5 §1824~26)  KEESRIEMAAK T BEF & L C inhi-
bitor D& I LD THH. BWAEDF,
BECEA XN UL-VWEM 2 9Jlrd 57280
O ADAMTS13 D ¥ #3810 )3 KEE R TG M o K
Tagsr—EHR:E2ONS. UL-VWFM ©
WL, R SE R I R P MR D D OB e
A, MR & JInEk & OREERY,
IL-8, TNFa 7z & ODRIEMY A 4 V2T
koThb3nLaERLDS. £/, in
vitro 12 3\ T IL-6 13 ADAMTS13{EM % KT
IRDLIEPMEDIN, REMTA FHA
v & ADAMTSI13DERE & OBIEAER SN T
WAHILS . fa OREFITE, IL-6 35 XU IL-8
BESEWE, Mm% ADAMTSI3EE TKE
=L, BYA A VIEED ADAMTS13/E M
DIE T 7 5T VWF JUROEME 726 L T
WAAREMSEZ OND.

X LD, 2MERBEZOEE/NIC Et MIE
DB G- HBRE S TN 52980 S BESR D40~
66% M Et R X h, SESRIS2E0
THIESHFAICH L, X DERICEL MEDK
HEhsEnw>29. 7, &K@, HiEthik
DOHEMET T AHFTIE, SREBAEDEDE
BT, FEARLVWOIEEIBIATWY
%3, &b, #E L7 SAP oM Etid,
SERBNCEE AD 6~10EEETH 0, I
BERIEE DB TR 2 ITIKT L/c2d, BT
HREREOEICIIEIHIC LR L, EEICEY
FZO2HEBEICETETLAL. RTHO2H
TREHTEEYTR L. OB, EtEED
50 pg/ml A EDOBEZ N L TORICHL T,
ADAMTSI3EH® X EMTH VD, EtRES S
VWME Y, VWF 5 /ADAMTS13EM: th 23 & E
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L7z, CThbHDRERIT, SAP RIEFHIIC
A SN 5 EER Bt MAEL, ADAMTS137E M
DAET & BE# LR OEEICE b - T 57
BEMAZREL T 5.

SMPFERIC BT 5 Bt MEOBEFF & LT bac-
terial translocation PEEMH I N TE D, RE
IR 30 2 158 F B O T DR A
Et O L7 7 b ICE BN RIE & #icB#E
THEREINTHSED. EtidiFEk, HER
R A OMfaEERL L, RIEWTA A
Vv, {EMEBERL Y DS  OWRMEEER T OREE
AFET LI LI, BEEREFEICET A
WREB O LR Bl A H > T 53, Et
G ME N MRS 5O VWE O il & 80 X
®HT LN, 2HREERILEBEEL -
ADAMTSI13 & ¥ o & F i 1fn % & o UL -
VWEM O E R4 2 L1, XLIC@¥ERS
VIATICEt BEET S L, 2 REERIGS
Zilah, M ADAMTSDI13/EHOKT &4
{Z UL-VWFM 23 HE9 % & 239 BmER I N T
W5, IhHOMETHKRADORBEAZHET LD
DTHBHH, 5% Etic k5 ADAMTS137E#
ETOBFEYA T4V EDOBEBEDOL LICX
OIS L T WER B 5.

—7, EtFICX0FES /T A P hA Y
BEHERBRNTFHROER L IEH L 1726
L # % O PMNE % 5 b S & %393 . [y fh
PMNE 3 &MBREELOTFM~—I—L L
THEHSINTEY, BEFRHEE 1~2/KH)
DOlfith PMNE FERORBEIC L O BIERR & &
PHER LS BIEMER & OBEFIBTRETH S &\
53536), 4], [fi#E PMNE BEEE, AB&S1
~2HHICIEEECHL 3~TREEYRL
7z. T ORE, Necrosectomy T #i3 IE e 1T &1
ICHL, 2% HPMNEIZ L VSl RL,
ZlEas NS HFIEESPEIC L, B 1~2
W H O PMNE (I W ERNICH - 7o FAEF I
@ PMNE 7 & W&, ADAMTS13#E M i3 (£ @
wisl, IL-6, IL-8 i 3EETH-7. Thbd
DfERIE, SAP REF# O PMNE B 1385
A P AAVOLER LB S THEML,
ADAMTSI13{EMOE T L BEE 4 5 C & & Re
LTW5hA. &, ADAMTS13it Fov ey,

TS5 A3V, PMNEIC k- THlicnsZ &
BE B L CE T B35, SAPO K,
ADAMTSI3%FH I NS /as5 7T —X¥ic kD
YD LD BT TS hBOHSHBBEE L
TV DBERDS.

L TAHT, BRAD ADAMTSI3BETF &R
ELTRRSH, MmietHEE s O CHER &
N TV 5 P4758 R (1423C > T) 012 DWW T
ST LR, P475S OANF O R, SAP12
FEGIR 3IER (25%) I A BN, AAAD—
T A (9.5%) 101 L BB OEAIC D -
7z, TOBBRBEBARATRELBDOONT, 7
VIABEOERLEZOND HITHRE
W8 7 Hela i i\ /- PA75S O3
EER AT - 728, ADAMTSI13i15:8E B ic s
WSNDH, ZOFEREWEITIREFTETICHE
+5VWFM 7 v & Tz L WEES %5
I8, §€ 5T, 4[E SAP12¢+ PA755 B R %
BRI LE3FATIE, BABRLVEREMLLR
TUWEREZ L > TWALEEEERD D, SHBEK
BICOBGEES 5.

SAP I ¥ I} % perfusion CT{& & i #%
ADAMTSI13{EMOBHRE & OBI#EIZ DWW, A
Bzl perfusion CT 1235\ THEEETE 2350 % LA |
TH - /2R H D ADAMTS135EM: 12, ARzRF
219 L EW L, EIHRBIL29% L BRE LR L
7o, LAMRI196~19% DIEME % Fift L 7 (K
2). —75, W perfusion CT THEIEMHIEA T &
A ERD BN - T FFIO ADAMTS137%
MWIT ABERF43%, FHIZIE85% & L&, LI
4% ~118% % B L 7-. &E, PEEHAIOK
TiIH A5, 1MmiE ADAMTS131E M XS E
BORE, BIEE LBEET L AESESRB S
N, SHISICKEHEET 5.

SRR ORI FR2IEE O L ERE I
KB ETIVaA—IVEDPRS %L (32,8%), &
THEA (25.6%), HrRME(17.9%), BHERER
(6.5%), ZMnHy ERCP(3.3%), PItREEAIFLE
B (2.0%) DIETH Y, ERCP BIHEHER DR
RESE TR L TIERER T3 7139, ERCP By
BEROFERAZH & L C, Hf ERCP3 BRfE&t:
BEREREMBEEXERZIRITONTED,
ERCP % 3R IO EIEE H R & ER O
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WH, nPEEEO LR (EFHMBEO5RE L
), BERICSEBRCHESEBRELD S
CE R EPBIBINTVWAY., 2T, 4M
ERCPHj, 3B R, T 034 T M 3
ADAMTSI3 % Bl L 72 % &, ERCP#IC
SAP % RJE L 7= 1 il > ADAMTS13#E M1,
ERCP #i50%, # 3h 53% & Z4 75 773,
ERCP# 7h Ti139% L IE T L, Fgficii24
% L7 (K3). IEHALEC L ABERN
ZECiE, BN 7- VWF HiRIIEBmEICE
TL7. %72, ERCP%#, ADAMTSI13iEH: 2
FHED15% L EE T U B3 IHME FREC L,
ERCPHi®O VWF 238 2 fEBmECH - 7.
NS ORERIT, ADAMTSI3/ER: & KEEEOE
BThH5HVWFHEOHERBIL, ERCP#HER
DFRAE - #RE7: & U ERCP Hi#8 O 2 M K AE
MERURORRES & BEE-+ A TRekE 2R L T 5.
ERCPBIEER OREER & LT, BENE
OER, PV TV VOERIESPEERINTY
240, BERT L L TIER, FLEBRETSS,
ERCP # R OBEHE, BEMATF &L Tid2MHE
D EOWESEY, BIFLETBHN, WECHLE
DEENDZERFIEZ I N T BP0,
ADAMTS13iE ¥ O #E# 25 ERCP B # R O
FAEO RN, FRELBICERI G, 58
IHILHERTALERDHHD.

E. #H
TEIEQMRERIZ 3510 %5 ADAMTS13/E MO
W & UL-VWEM OFEHE &\ 7B - £FHOD
R, B 6 a7 DIC BiEDO R,
BRI VWF R M MWGEESE 2 6 5 e K
BERF 2 A U OBV IMBERREE 20 O 2l g T4
Z A REBUCEICER G L T B aTHEME AR
INnjo. JOB, FBEFOMmE ADAMTS13
EMEOE T, YA A VlfE &S, TV
F &3V IfER: 5 PMNE O ER &I
BAEE L C\WA5aled 83 5. ADAMTSI13ER
F4MTh 5 P4T5S ONFERT, SAP O
Bl/4 i ah, 4% SAP BEFRK & DB
HAEBRITL T LELRDS. ERCPH#E D
ADAMTSI13iEMOHERIL, BERGE LUICRE
REN X DM RIERRICOHERE SBE#E T 57]

PR IN.
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