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8. TTP D2k & AE
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@TTP & HUS RERFREKR TIETRERA ST, MED REFZWZIA TH
5 TMA D T&E%A ELTZRINSERICHY FT.

@I ERHE] TTP & ADAMTS13 SEME R CRHEDIISNET.

(DADAMTS13 EHIFEKEN TMA BB Y, ThICITHEAGEFRENSE

@A THRFAEE Nfc ADAMTS13 EFERE A EZDERFHEIEELN T .
GTTP OB EBBERDT IV T) ALNFIFFTRENTSY, BEROERIIMIE
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1. [FC&IC

I AN A P 56589 (TTP) 13 1924
412K E 0 Moscheowitz 12 & ) ARG S
¥ L7, ZD# 1966 4F 12 Amorosi & Ultman |2
ko, TOMIMAE FEMEE MmN, @k
PEMNRGRA, @RI X 2 IEd (R
B BERERETEE, @FEEL, OBHRER fideeE
B 5 #ED S e b LB EERE, Lokl
MW BN ER I E L7z, —7, 1955
T KA Y D Gasser 23, HistO~Q»E T,
B IS B AR TH - 7/ 6 o
T, BRI REERE R (HUS) &\ 5 R
REEBLE L, E72 1982 IR E S v
H Y PTDNY N — 7 —hBH D 5, REK

JBH 0157 : H7 #RiC X 2 IS 212 5] e
T, FMOEAT 288 #HER (BF~a b ¥
V) PHUS #5| S THIHS I EINF
L7, 20X zEERINRED & B INRGL I
B2, THRANTHEGEREN DD D% TTP,
Z LT UNRCTEEEREN O b DX HUS) &,
KRE»pICEMNINTEE LA LirL, TTP
& HUS ZHTEO~@D 3 ¥l 3H U Th 3%
25, HSEOREHEE & L TR I
£ (thrombotic microangiopathy, TMA) & \>9
DA PEeonTnuEd. 56
12, TTP & HUS 3L JFR DSR2 b o (B
FeE, kMR &, HEBEREL LT, MR, 3
Al FBIEOW, VR, S R e - R A,
HIV 7% EDBERYYEZR ED3H - T, T o 2B
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LTEBIbD (s, —Xxt) &»H0 %
T, ORI, BEIERKERZ T TIETTP %
Wik HUS & ISR R 2 Wi G035 <
i > ADAMTS13 VG 23 bl 1 & 8 12 1 o T
X2 XH oS HTIE, MHEEICK - T
TTP-HUS E R L 720, Flowko iy
Wi TMA) 24 L THOHVEEAD
%l L.

2. ADAMTS13

TTP & HUS z# #8032 58 & L T 1998 4
I L 7= DD von Willebrand [K7-E5 BB KT
fEsC, 4 2001 412 ADAMTSI13 12 70 #A
INsZ AT T 7T —XThIEMNEEI
nE L7z, ZOREE, KM TTP 12 D AD-
AMTSI3 E{EFRIEIC XD, F 7B KM TTP
& ADAMTS13 I2% 9 % IgG BIH 2 ifk (£ ~
ey —) ik, FERGEEIEFRT 2 H
WRETH % Z &, —J5 HUS Tlx ADAMTS13
EMHERKIEE TH 2, VI REBIRSNEL
7-. ADAMTSI13 G PRI N ¢ i, M N A
facRE AR S Ic il S s BE RS T
VWF =)L F < — (UL-VWFM) 230JWi S 4d°ic,
fANMIENZ E TR DI BETEETA
TR 22 MBS - k34 U, MUIMEER DY
[EEINLG O EFHHATEL L) EL
7o, F 7z, ADAMTSIS i P 1342 1 2 457 N vk
& (DIC) o~ %Y R I M AME (HIT)
TIIMIERTH 2H1 6, TN DENZKIC
bEHHTHLFEWIRINELL., L2L, 20
#%, WUMEEICfE 9 DIC TIRMIE 7 a5 7 —+X
o LEERER T 9 2 ¥ — 12 X ) ADAMTSI13
DO I N, KiET 3 7 ® I UL-VWFM 231
BL, R TTP LRI L#HVIREICH DT
FRwrE V) HEKRS ZHRENZINT0FE
T, Do ow Tk cneiciliEZ e e
%L OWIUCEREINTETOT, Z2L56%
ST X WY,

3. TMA (TTP-HUS) D498

FID F K% 1998 4> 6 VWEF = )L F < —
¢ ADAMTS13 i o Ml Z# i L % L 7-.
AWFZEIE, PIHNEIEA A RRE R R IR R
A AT M- MR e M R E Bl (2R
JIHER  SNBERERZ) 26, FlznllEix
JE A 57 BBl A T S8 Bl ) <6 O BEIE M v Aot
ZRERE ¢ MRS R AE 1B 2 e (3=
EWFZEE @ MHERER  BISKEAT SR 226
DI X > CTHESETHE E L7,

Z OFER, 2007 FERZ ORI 2FE D & HE S
N7MRIZoWT ADAMTSI3 LRI v b E Y —
DIEHEZITV, Z2hs LERBET—2 &
ZHRATHIEICLD TMA L3l - EitTEk
FEBIBUE 860 flic 72 £ L (R1). 22THD
TMA PZWrHAE & 1%, ORISR A
(Hb <12 g/dL, Hp JERKEDIT), @uEEEL
NS (<100 % 10°/1), @ Ikl & 2 s (Ff
B R) BERERRTE, o 3BT, MR
TMA DEF, T$h/NEI 6 O KE M TTP/
HUS BERDFHL H 2\ TRRMERSE) @
HHrHbDELELL ZDHE, ADAMTSIS if
PEASEFIR L, WA v e y—alodoidd K
TTP (Upshaw-Schulman Ji: B R, USS) & 2 Wi
INFLAD, Z2H)THROHDIIFEFAHD  F
TY. ZOHIITHIARFEIK T (Factor H, Fac-
tor I, CD46) DBEIETFRIFEICLZ DB EEN
2EEZLNETH, KEROEETHESTED
9. LoLlads, Zisd TMA EREEIE—
Mgz coXE L L RUC R Eb DT,

4. ADAMTS13 JIE

ADAMTS13 Dl E <~ —Hh — & LT %k,
& THUEY BH D T, TTP OZWic KA
ok NEE) ©F. ¥£7, $1ADAMTSI3 H
CPLR I T2 1gG BRI PR (£ v e
F=) TTH, IgM BIERMPIROFEE, S5
RGO IgA TPADFED SN TV E T,
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ADAMTS13 JHHEMIE 1 d 1998 4EDUKE, KR%
HRHLOPEBERINT LD, wIind E»L
N bDTLR, L2 L 2004 412, ENZIEER
WX v 7 — Rt D /NG S 13X ADAMTS13 T
B YW S s VWF-A2 F X A YWD 73 7
D7 B (VWF73) #[HEL £ L 7.
Z 42T ADAMTS13 161 0 & o £ fH il # AL
DEFS N E L7, %% 13 FRETS-VWF73 & W
YEOGINE L 2L, 20Xy Meahzb
@ 73 Technoclone GmH #: (7 A4 —v) 2 &T
LS B I S w3, A
gV —F v 7 R TORENEZE Z, HAEY
WG R EATZEIT O HEL 6 & HLFC chromogenic
ADAMTS13-act-ELISA Z (¥ L £ L7z, T @
¥ v b 1% H AT 1% Kainos Lab Inc £k (3 &)
<http://www.kainos.co.jp/topix/ADAMTS13.
html> %%, £ 72 ¥ 4% T 1 1 52 @ Technoclone
GmbH L <http://www.technoclone.com/products/
elisas/adamts-13> 23U D > TE D, KA I
FUZHEBEL DO H 2 RILTT?.

ZREMIAL IO W T, FRETSVWF73 i To
ADAMTSI13 1HHERIE I IERF D36, SEENIC
SRL £t <http://www.stl-group.co.jp/> THT > T\>
¥7. %7, chromogenic ADAMTS13-act-ELISA
T?D ADAMTSI13 & Z DA > b ¥—iEPEDHlE X
ZEALE X T A v 2% <httpy//www.medience.
cojp/> MZFE (WNBH) LTwxd. BETOR
Rz 3sHTHONZ EDFRTT 2, TTP EH
DIEEZWILIRRIRTIE» R s Gh, %
DRDIGHI T OZT < SERD 7= 0ITIZTE S 7
TV TNVEALTHET 2P EENET. Zh
1%, TTP S°riAR® HIT (XJE B TN
B EEZONDLRNEPEERT, TN, BRE
KIFBETIZIEIZ chromogenic method T%H % Tact-
ELISA 12 & % ADAMTS13 & [Fl A > e € -G
W%, & TELISA I X 29T HIT $itkokt, %
fico ik, LAmEAMT, 2 i 6
M CHEMEL TED, BRI SR 2 G &
BHEZETBVET. INSDMEDTAPLHIC
MR, & L CHEEINLIHEFE->THET.

5. TTP O EBED7 IV X

M (SRAIE) NS A & A 2 i,
D2 HE, £33 TMA OBWi% KU E
CHMPEETT, DT ADAMTS13 if:
ZHEEL, FWL THERIZIE TEMY, TTP
LoWisnEd. 2o 5H07TIE ADAMTSI3 A
vebEy—iGEHE L, Bt (0.5 Bethesda
U/mL B E) Thiu, BK%ETTP %2, ik
THNIFUSS (S KMETTP) 2% 257, &«
A veEy =i EEOSHE (EEOH
ET0.5~1BU/mL) T, FRcEEPALLED
BT I R 0> 1% KA D> % BH IR 881 HH R
BWHEPHD, ZOYGIEMEZH DL DI
ADAMTSI13 JBIZ N AL E 2 ) £ 7.

ZHUTHT L, ADAMTS13 iGEASIEHS 20 v o L
JER T OEAICE, a4 ey —bElET,
Zns i3 TJEER, TTP L2k, FEmMIC
HUS & #EHARETT. IBEOZEIIE TR
L 90, KREPICHERETTP (USS) &
O X B R, B TER
TTP MU T3, 2 LT RMIE
SER) TTP DI TORHE R E D
T, AR TERN) OAPENR TV EE
26N F T, MBALHEDOH HIEICOWTD
EBM %, ) ADAMTSI3 A v E E ¥ —Dx%,
@ ADAMTS13 @ fifi 78, @ UL-VWFM O ff 2,
Z L C@IkIMIC BB 2 EH 9 A X VWF DR,
THHINF T2, ORIELSETA M A4 vl
FEORIELFME L LTSN Ed?,

e &l

(1) M#Esc#a (plasma exchange, PE) : #&K
£ TTP 2% L T\ £ 9. 110] 40-60 mL/kg
(1 HY472 b 5B (%) B 1-15 %) %
i L £9. PR L T3 HIMZ 1 H247 D g8
(M%) = 154/ CHHfTWE S, /e
DIEBITAT A FEHS AT 04 FoOL 2
() PO NE T, PE RN/
B, MECEEIR, LDH 7% & O¥AILE = & - 7% @ %%
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H19& H3T

Lass W L, SIGHSET U 5 HREH AT
AHEHLIFLIZTY. 771, PE OMBOEIGIZ
W3, 1 Hic13m, k3 » AMNTY
DOTHEEZEL T (REBE)ISHR & s>
WL, PRS2 E), DY ADAMTSI3
4 e y-BElET, FIHEIERL 05, »
Hbwz ERR, TTP ThiuE, ZDHEE N
SE=Y-2ET S EICXD, PE RO RIA
AOVWICE, PE Ik LAY TH 285
AiTlE, RBRIEEIGTH 23 Y ¥ Y U (B
W) ICEEARTI L ErOHZEONET.

(2) HrifEsifEMEE (fresh frozen plasma, FFP)
iy 2 Je K4 TTP (USS) o LTk, 230
i —E o El¢, FFP 5-10 mL/kg % #% %5 L,
ADAMTS13 #life ik 2 i1\ £ 9. USS & 1%
ADAMTS13 f v E E¥-[&ttT, Zo8gs, #&
5. U 72 FFP I & 2% [RIBEETE 1 A (A PN 1080001
13 25-35 H & DFFAVBHRLNTHET,

—, BRME TER, TTPICx LTk 1
[A] 8-12 mL/kg (TEBRIMUAER DR 20%) #HIH
kL £9. %< I3 PEEhiz 3 CIcHEfifcE
A L, PE DS OiiliE HIETHAD
ML E Z 2 2 RETT.

(3) 2F7uA FgEE: T2504 R, o
EESREEZET 2 BEZRVTE, L0
KMUTTP T, AT 04 K8V REEDPE &
IR S EEIN T ET, Z2DHE,
PE #&TIEAIZY )L + X Fa—)LiE 1,000 mg %
AP AR K 100 ml ICYAME L, 1 H 1[MIFY 15K
M0 CHEmEL 3. 0% 3 HiEdER
LTfivwET. aHH»5 7L F=vEE 5
mg) % 1mg/kg, 771 CHEEFIHKLET. =2
D%, BRI E J2e23 s SlciE L £ 7.

(4) HLM/NBSE © PE 1 TV A RIE L
HRorge EEAA R 74 >~ Tl 50,000/ul
PLE) 1T, PAEY LYV F R EDHL
MR % G E 7,

Rl

1) N 7AEY Y (100mg) 18 41
(LR 4F)

2) 2Ly v F v (100mg) 35 773
(PRBgwE A1)

(JB) Fr/7uEeyriroF) Y Y rFEEgiimn
/INIERTTIC & % ADP 2744k P2Y12 I/ L, W%
ADP #5#HBHE# & LT, TULVWEM AR 3 D S
HFRI MRS E R HET 5, 0T, #h
FHU MR 2R S 25, B TTP 2 &Y 2 48
HENTBDT, ZOBAICIGHIENEEZ BRE
<.

(5) HEATHEFEE TTP ICX & 238 : LN D

bOWHH T,

1) ¥ 7u AR UREIEE (B )
(7543 ]

A —I)Vh 7N 6mglkg 173 (#

R FH A1)

2) Y70 RA7 7 I REEIRE
(75431 ]

IV X% PiE (50mg) 25E0 2 (ff

Fvie FH A1)

3) VY FH 10 375mg/m’, 138 1 |1,
KT, 4-8 10 (PREUEM L) © BifE
ROEHIN TV LIRELETH S, JE
WISEMTY H 2 - o EE L WG D
LNET. AANIPLCD20 ¥ X 7M€ /
70 F = LYUET, B YV SERERFEM
2Bk L, IgG YT ADAMTS13 H &L ¥t
H (frveey—) OFEEZIHIL 7.
Zhg, ZDWIGIE PE 12X L TR
Vil THh 2 F3ZimDF, FRZ PEIC X -
T, &L A¥i ADAMTSI3 H S Hifk /11
DEATIGAFRbENEELON
£9 (PREREMSE).

4) FEM R TIREENR L % 50,
ROV Y X 0BG L T 5 I3 EN
I ARy s e

X i

1) JEEAT 2 . ADAMTS13-TMA D27 & i/ if o> 7 4
FEEE. HARIMAR IR I #2338, 17 : 144-164, 2006.

2) /NEIGT. ADAMTS13 OMIE. HAMRE I If2: 2358, 18 :
234-240, 2007.

3) WAAHEN. Mo — sk i/ NRR A PR SRR, 4 H O
TGEIE#E 2008 AFERR (BE2BE) pp524-526.



