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1. TTPZx9 2 MEFEREICOWT
SRE =, KWFE*, il 5, ROEHCE
R ST R R, [RIA @& *2

Thrombotic thrombocytopenic purpura (TTP)
DZW & B2 BT von Willebrand factor cleav-
ing protease (VWF-CP=ADAMTS 13) 1EMHIEH
BEEThoR 2B 2N T 5.

FERFI 11X 68 7%, 2. 2004 4 11 B ia] o & F#,
MR A, BER ESHE, X7 a4 KX CHOP
BEEHITE NI L, BAEvMbollcdil12H
2 HYBEAW XS L7z, WBC15,300/¢1, Hb5.8g/
dl, P1t24x10%/x1, BUN 114.9mg/dl, Cr5.1mg/
dl, T. Bil20.7mg/dl, LDH 2,078 IU/L. %®jv 7

N A Y TR EEE o T oMRE A & UYLk, 2
DOHERERIMER % FBH 72720 TTP &2, MR
EIHL Tz, MBREERTO vWF-CP 1EM X 24.1% T
Holz.

FEG 21X 29 5%, 2. 2005 4 2 A o FHEOER,
6 H & b2, BEmIHIE, 7H 4 H4Be~ APz,
WBC 4,800/¢1, Hb10.7 g/dl, P1t72Xx10%/x1,
BUN 21.5ml/dl, Cr0.9mg/dl, LDH 252 IU/L,
CH50<12, ¥ikEditk>1,280, 1 dsDNA>300 IU/
ml, IR (+), EEHKR (3+) SLE Lt ZML, B4
BBEAT a4 B OV AESERIT. Lo UM 53
HEIT, PR 3D, vWF-CP iEH 26.5% TH
Sz BB TR WS TTP HUl & #F %, MR

PriTole b 2AZEYL, DUBRMEREE AT 01 F,

SV EYETRFICayra— v LB, &, BE
b, MENRE & OSREER OIS HIL L, o=
MIRE X RE Th > 72 Z £ & Thrombotic microan-
giopathy WFE LR WIRR &F 2 o e,

2. MEFZH|AITUVERL 72 SLE 560 TTP @
14
LT, AHEEY, SETT, SEEEr
WHBEES, FRARE, W #r, LEE
EHIEIA*?, EEws, EREE, HERETF?
hugE  Bre, (R
B A ARBL MR e Rl  [ElMR s b 2
RN 24 B, REASLEE LTAT AN

HET 7 = v ¥ AEoHEE

ol O & 2 A FE « IREEDS IR L 72, KA
IfE, ds-DNA &1, MM/NMREY, BRRINEK %
O WMEA M, KEHRME, MRI EZREMEDO T2
high 83 & b, 18 SLE AL TTP £ 2

U7z, M ET 20 [BIREAT U B, [E1R % &7z,

TTP OFEHE L TBERIC L 2 b0, FEM, BH
Yoo ERER BRI SN B, G MRS HH
BE—RIRTH 5, FAERNZE, SLE IEEHHIC it
fEtR, TTP Z2E&6EL 12 HIER T dH - 7z S s I &l
MR BOBRIC X D EE L 2 7.

3. BEAME RA (2T 2 MR EBADKRET
KNEA*, HERC*, BF IE*, HHE
BFERRFEEINE - V) Y= F R
HHER AR 7 < F Rl
(B8] SHCEPM 2R THREEEY v~ F
(RA) &9 % HIMBKER K # 1 Leukocytapheresis :
LCAP) oFRMIc 2w THRE Lz, [RR] RA &
8 fl, €@l 3K UL D DMARDs 2 Kb, »H
ZWIZEIEROOFERATER»r o7, [Hik] Am
Rk vy —on—%Hw, Hiz 1EGF5 EO
LCAP #E ik % 443k THAT L 72, B H M O FFAM < 1&
ACR 27t v b &AW, BHMHETE LCAPS BT,
BTH1IHATHEZT> %, 2] LCAPS [m[#&
T#, 3% ACR20 LA L, 1412 ACR50 ML EDk
ENA» o, BEEREH (K, MEET) »&

wohnte, [Fiw] LCAP BWkidZeticBhTns
28 non-responder b #a 8, BEISEMMIOWVWTE S IZ

BEt 2Nz 2 L8 8H 5,

4. DPC @ETnM&#LEE
SRTERN, OHEEEE, i M
WAL R AR b K T
(ZU®Iic] UEBETIZ 2004 7 A X D, SEHOE
WEO AR £ 52X wARX (BUFDPO) %
BAL, MEECEEOSL < H, §RTIE DPC O

DR E R HTz, ZOEFE L oo e MEELREFICD
WTRRET U7z, [E5]) 2005 it 72, MEHE SR

ik (DAT DIHP) i 9 fEBITH H FERIE A IMERER £
e (AT LCAP) 1§, =¥ R b&v > BE AT
PMX) 8BITH -7z, [FHHE] #RTTEZRE L,
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DPC @fiiERThnid, HREFHRE DR =
7oz, [RER] PMX Tl 8 il 7 Il T H ik ¥ 5
EBEEFAL TEBDHEREEREL > T,

LCAP TiEFEMi b v ABEDE S 1 DPC A0
WRTH -7z, [FE] FHk L o REDE VRS
B 7 MMIEEETHERT %5 &, DPCEFOHSE, #
BEOEENRELS kD, SHBRED L S TS 50,
HENE - 7o, (] MG LRI, F,

WEDHAEDLRIL L > T, HREOHE L DPCE
HEOBEDH LM, WFhOFERFETHH->TH,
ROHEKEIZD 5 &> T, WIEREERBRIE %, £
BLzFIERS R,

5. REZEEHRRSRME(LEICH T2 MFTREE
DFEIEDIRET
AT, hB—Ef, =AY, HEA v
EEMIEY, BEE—5, SRIUFEAY, BFEE?
BIRHZE?, Mgk &2, kF
FALRFIRBE R NRL, Rl MR A TR *2
ZRMHGE (MS) (1 RRANEH O 55 B HE 5 B
ThHh, BREFCIEAT oA REESHVLONE, K
I B W TR & BRIORED IR T 2 s
BRI MS (OSMS) DHEE R E v, OSMS 13 EAE D
tEE23H D, A7 A FOKIES TR+ RENE W,
UL, OSMS DI H iz £ 1 H 2 Fifk NMO-1gG
DFEET 5 Z BRI L OSMS 2 8 U 5 A2 FaHE
# (PE) oFAMENRB I, InE TE—&H0
A7 a4 FRIGEDERFE MS XL ToPEDEH
MERERE SN TV BH, NMO-IgG BHEC BT %
PE OFHMBET 2134w, SEEL IE NMO-
IgG BtE D OSMS @ 6 fllizxt L T PE OB R % ¥
U, 3BNTRMERE, 3PIIERTHREL, A
T4 ROV AEEEREEN WIS, BHRED S
18.3 HHIZ PE 2Bt L7z, 3BITHEFEELU EOWE
& 5 1 NMO-IgG B8z 81 2 PE O FRIHEH
N A=W AW A

6. 1 HRROIBMUERLICHT IR EN
Al @, MHEER, SRR % THE—
aFERRZNER
AR O BHB R U CIEEEN T b

Nz, WREEND DGEPLE LY 7 AINE % F/>2
WRIELZZWEEDOHFEE L TIREYI TRy, B
BOLLHEB LA TE S X 5 10HL BEFELLER
BEEAERAWT, 15 HRBCHEELEER 2720
THRET 5. [EF) 4% 14 HoKE T SEEmEe
DR, FE2.6kg. Wiz - BULE?» > ZWEAE %
GHEL, BIREE A Y V7 AMEE (8.3mEq/L) %2R
L7z, HENEEE L DEMREIRSERT 27-9, FF
BMEEN 21T 2 & Uiz, KEBBIREERL, %
ORI 4 2 7HOBERIMIK « 5% 7 V7 3 >~
BEWOpH £ A7) 7 A%ZIELT, 90 58H%i1C3E
WraBth L7z, ZOER, MENDTPIET LR,
FLHEHARBE L, MES Y 7 203 1 K% 6
mEq/L NMET LU, 4B IEFE#EBEE o7, %
D, RS TIETE T % £ T 165 R0 BB
DU TH o7z, [FER] HIMESRIC X 2 MwRELIL,
REBDIZ DD DI L TLREEE Z /LU R %2R
TELTIThbh T &, BRPEMER 2R LT
HEE T ClcslffbsnTB Y, Hiesd iKY
BEEERAT DI ENTELEEZ NI,

7. MFTHRPRFILIEREN D Artificial Liver
Support (ALS) (Z&IT5FRAM
SREUTARS, M &, PANEHIE, #SHE—
HIERF—, L2 ARES
CINIPNCAPSE 32194 DR s 1Y
S2EFAEDOEE L L TR (PE) 8—K1
WITbhTwa 03, ZORIFIT B MEE % Fris s il
BMTHMR LR ZEERE L THBEL Tnwad 2 &t
od, REWTH S, AL PEICEI &S, HRK
PEAL LRSS PE Wiz ikas b 22 ks e %
TEER X, BEFIME & oM TIAENT 2175 % Ll
WEAL (2 2 B HE W ¥ AL 78 B2 & #T, Plasma
Exchange-Based Plasma Recycling Dialysis, PE+
PRD) #FFE L7, BEXT, 7/mEy v
fEE 7 U TE{bEEE I anion exchange resin
EHMT, 7075 EFIERGEFRE T VI LT
{bZE&E 2 anion exchange resin, activated charcoal,
hemodialysis # A& b THWEEME - HZIED
FHET->THBY, ZhF TOEBRRBEIC DOV THRE
T 5.
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