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SUEHIDED o BIRIISE T L Tid, SRERIES heparin Fik
7 E—RORBMEBE S THN S, APS I BREER,

EFT045 APS DB T > L VEETH S, BIRIETH
£ L7z APS BB BIRIMAE 2 ESE L, BIRME TRET WIEHE
b HIRMAENEARIZS W, TEOEHHLAsNSE, APS
@ thrombophilia & v 5 EHl» 5, FEERE T2 b b warfarin
BEMLETS S Thh T, LEZMEEREOEEIIDW
T T vt P R DS I\ a8, — i (R I A2 O BE I LT
Bt mgtEfmAS L Eif INRA 2.0 2 B4 L Ul warfarin
RREHEE I NG, —F, BRISEBIIRELS AR LD X
3 RIMEROEMI & 5T BN L o TIMR SRR, ¥EE,
EMET 2 LA ICREDE o ITMH 2, BIRMSEDBEIC
MU T, bBED MBS A ¥4 >,y w¥EL T warfarin &
DHLAHMARERREN cERAE LS, E& aspirin
(81~100 mg/H) IZEIEA b R { 1 BRTH 528, FHRET+
7 D CEEE ST e M/ MR EIMHEITH 5 ticlopidine (/¥ F v
¥ @) 100~200 mg/H, cilostazol(7'L ¥ —N®)200 mg/Hx ¥
DRSNS, warfarin 38  BIRFE A& b 256, B
E2EHLTVIEE, HswikborEraR - BEEELO
w3 —(TAT, PIC, D-#{=—, Fu bhuavErr7os A}
142 2 ) DRERTOLEBDNIEHE SIS,
 MEOBEDD 3 APS BEDMEIRIZ DT, aspirin BER
FrefEm L, MR DB 554 aspirin O & TREREE
I L A s o 7238413 heparin & 3 v 13 {§5-F beparin(7 7 7
S VO pMERNE NS, warfarin REFHBEO L DEATE R
v, BBPOERICEII L EWHEEEATF AN, Frvsar
Yy EREAOND L B8hBM, BAFuf PEERAT2
LRELREOFHENS L B30 THRENLETH S,

BIERTY) VIBEFAERRIISENRSCH Y, SEETE
it U T AT 2 b e SRR RN E T b B,
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48 M MR 338 4 48 85K thrombotic  thrombocytopenic
purpura (T'TP) 1%, 1924 iz Moschcowitz? IZ & o TERHIC L
sh, @ m/MERA, @ HiEEE %Y D% i microan-
giopathic hemolytic anemia (MAHA), @ B#isiEE, @ R#,
® BFERMEREE PR HEETHRETDH S, —7,
@ MVMEFEA, @ MAHA, @ &EEFL% Gasser 5D 3 iR

& T BRI REBREERR hemolytic uremic syndrome (HUS)?

& TTP & R0 LI LIRS T, BBERIC BT, AT



BHHEEREEONETTP, NETBHEERESERU LT
HUS 28 3h T &%, ¥EE von Willebrand AF (VWF) 52
HoUIlr S O AIE B ISR S 13, TTPEFAOEH S TR
OEREENMETLTLS I LATaNT, KERIIEL
ADAMTS (a disintegrin - like and metalloprotease with
thrombospondin type 1 motif) 13 L FEEZNM T 557,

(BB a4E]

TTP/HUS i35 VI-B-11 iR 3 & 5 @ 5ERKM% L BRI HE
a3, £FXMTTP/HUS Tik ADAMTS 13 BB ERH T 3
Upshaw-Schulman E{REEE (USS) &9 WELTH 528, Thbldhic
Y EAEFSETTH 5 factor H % CD 46(membrane cofactor
protein : MCP) DRH 7z £ TR TTP/HUS HRIER IS &
BZEeBHIsENTWS, ULhl, BEZTOL Z5bMETIH,
SeRM: TTP/HUS O THEEMHEE S »2 01 USS 04T, ﬁﬁi
HERTFORECEIS bORMEZINTE ST, USS BISHIE
B0 E ETH 5, BRM TTP 3IHEBERBLEE S M TR0
Mk, HOMEER, BYEE, EORHasE, ER, 384,
RBPE@CHIV) 2 EOEREBCE IS 2R ES R
% 10).

[nk43E)

SR TTP/HUS EH D H9 2/3 ik ADAMTS 13 {EE O FH
£RT USS Th 228, BXE TTP/HUS EH RIS DZRH
1349 1/3 g % % (% VI-B-12), USS Tk ADAMTSI3 #EF
BEDID, E-BRETR RCHEORBRENT s/ S
— (HTHE) BHBT 3 2 L it &k > T ADAMTS 13 iEMEHSE R
%, b ADAMTS 13 iEME QRS T O MAMKRAE D A
A= ZXAREVI-B-2 D&k d EHBahTnws, Thbb, OE
PSR S S AT b 2w VWE i, BEAFEVWE <
NF < —(unusually large VWF-multimers : UL-VWFM) & ¢
I, EBEYA X0 VWF &Y EVENEEESEL, 8BTS
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£ VI-B-11 TTP/HUS O4%47

1. &KXE
1) Upshaw=Schulman JE{&ERE - ADAMTSI13 1S A28,
2) JREAEE (factor H, CD 46 BE &)
2. R
1) Rk
2) “RiE
@ BHTRERE SLE, BMEEHE
@ %‘EE% ............... IVL, %ﬁf;t
@ G B
@ JEfRreoerereereeenereens TR, i
@ %ﬁj .......... 9“5555}‘/, VSRVl E
® BYYE oo HIV % E QDA W ABR G E

HTCEBCVMNOESE, RE5ERITY, BEATBWT
%, UL-VWFM & ADAMTS 13 OFEIC & - T s h, B8R
Mg s WP LT 2, ULarL, TTP BBz T IidAE
HOEESBETL T 372 UL-VWFM S#EBRIETICEE
L, B DISHuBRET 2 l/ANLE 2 & Cl/MRIE SR &
NIEZHET 5. 2OER, EEEOIVMIRD & e
ELBMEEES T S oFBRRE RS s T,

(7RI R ]

TTP Tk, £5HEHEO/NIR, MENR, BHME S OMm
BEFED D, ZThbOliigid, il VWF Sl T { e s h 348,
Hi fibrinogen/fibrin FfECIIFF L BRBEINZI DA THE, 20D
Zr kb, TTP QAT lIMED» 5%, DERIC VWF
PHEBEELTwA I Lo LR 0T, TH S OMBDOHEEE
Sh B L UTERpoRe ik, (D KK B, 8E,
o D REEE R oD, B, WLE, Bkt
B0 EMES R TV, |

M RO & U —ERRE)

HH

12 14 14 6 2 0 0 34 7 3
0 33 10 1 3 5 2 0 0 0
0 21 3, 0 1 3 0 0 0 0

R TTP B 213 A, 1 Y E 5 —EROHELET LT Wa DR 127 £TH 5.
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VII-B-2 ADAMTS 13 35 ## %
BT 3 MMEMe R4S
NEAFMECEESN, mPCk
& N7 UL-VWEM I3 41/ B Ik
HEETEWTUISAHTERBBEENE
{33, ADAMTS 13 B TEE
Laxng, ERLE UL-VWEM &
fME D GPIb L& 74 — & K
. y L, IiBAY Y+ NEZEICLY
b MR GPIIb/Ma Lt 7% — Dkt % 5|
} FECT, MMEOBHEA R
TR M/NMEDOWAG ADP O AR L &
53 M/MROEEESIEEU,

Platelet

GPIb:x allb/33 Viii GPlba allb/JS

EHELEN 2 GPOIV/Ma Lt TS
—IC VWF & U, M/MEORUN
- BERBE DL B, SR TTP TiE,
BEMC ADAMTS 13 8 E R

Collagen
VWF Fg

L, &K% TTP 0% < OEATIF
ADAMTS 13 I3 3 IgGHAET

1) %&X#& TTP
a) Upshaw-Schulman SEER(USS)

(EspER]

1953 4, Dacie 5 ZRMMOAEREEMMERM 12O E
2—HERTo> T2, ZOPTELML RWHFERRA»GE
FERE, VMRED, BmEgm, £ U TERROIROHE LR
BLTW2 6 BERROWTOEEHEND S, COBRRAELR
| RN T BlombE CREER 221 T n i BIGRERIIEET 5

el TERRCETETECLTWS, BRORBIE 44 TK
AREIFTH LY, £l FEFERAEERERD D 2 R
HiM3e, 2 FyHERMEFREDCR, &% 4 BECBENT
T, B4FLRROMHICE I 6 OER®BZ» T2, 1967 £
1213 Monnens 5'9 {2 X - T, Dacie & Q& L3EMLT 55088
WESNTEY, ZOBRRI#BTHREL TS, HEEL
WCHFEME TTP s 23 Tns, X512 1975 £z i3 Wallace
510 10 7T ARBEDFT 4458 TTP 25E LT 1 KL S
hTwah, WIhORR FERBCREERL, BERIh
Do smR#Tholz v,

& T, 1960 42 Schulman & i fi/MEEA & IS i % 4%
DIRTHEERECREERLZONZH SRLRBHRE L, &
DOBRIRERZBELZ F A YAT, WRERIFERBOFY
HIMETH -1, DBI/MRIRD 2 RIE USRI/ MRR A
SSBE% idiopathic thrombocytopenic purpura (ITP) DK %%
ieZ b Hole, BWEEZ S CCESIRE O Y I TEL
IRZO &S RHIERIR ¥ 272 AR TRV, BET~E
i, CORBRIZS X ERATRPEICT &y THIEDERI H
B, BlL7 24, Zh o OERZVEOFREEMEE fresh frozen
plasma (FFP) @i THIFICHE T 35 Thole. 2h&D, &
EHRZOEBB TTP/HUS L i 2HIZBIFE L A VSEICE,

W i o TR T, IR, AR BRI/ MERIEE T platelet stimu-

- B (e Es ) TEB DT,
FEEREES KON S,

lating factor DFERFIRIBETH 3 > LH#EE LT, CORELZ
i}, MacDonald & Green'® i3 1977 £E, iz & 2B L 72 BB
thrombopoiesis - stimulating factor(TSF % 7 i throm-
bopoietin) 7 v & 4 % F vy, Schulman & 238k 4 LU 72 H T
TSFEEBBETLTWAE I ER2RLE, —F, 1978 £izix Up-
shaw'? 23 20 ROZHBE RREL T2, ZOBERERS
AR5 12RcELM, EE 6~7 HOM/MRRD b ¥
eREL, LI Lid FFP O@EEZIHERPEEL TBY, 20
/& Schulman 5 DEFNCEEML Twiz, Ll, ZOBREOHE
REAHIUER I D W TR E# % v, Rennard & Abe® ik, #
5 DB % “Upshaw-Schulman fEREE(USS)” LT3 2 &
ZRIBLIZDS, ZOMIXOHTTH S ik Upshaw OFEFIEBERL,
BHEEIC X MR O cold insoluble globulin(BHED 7 4 72 %
IFVYDEMETL, ENCRERELT 2 LOBREETo7z,
LaL, ZOBNMNRSD ZUSSOEBRAITIER7 4 Tur s>
ERFEHEELTEETCHS Z L 2HEL, ¥ 51 Goodnough
5% % Schulman & D BE TR S OW|MEHBEL W I & BHRIE
Ufz, T0& 3 85, USS XERFREO 2 £ HIERE L
TEAMINT, ZLOEEBCLERI LR, 550
T—EHONRIMEEMERZ T2 OEHEEZ TH 31T OERE
o> TLE-7%, L LENLE, INEfEO TTP/HUS EH D
WMEPEBER 31200, USS i3 % OEGRER DR E R
R s, REMEHUS/TTP®, &K% MAHA®, BHERKEYE
TTP (chronic relapsing TTP, CR-TTP)?® 7 ¥, EEFERD
EAIC T3 L EREMMBBEINDE &R 72, LL, Th
SDOWMEDHTHBL TWB Z LI, A—FKENT24BLEDR
B TORESRED S5, MEIIEERTHZZLHb,
BCEREEROESEEEZ O, LhL, BEOWRITIE
EAEVIMBEE TR 26, ZTOREKRRD D D Hi 5
BiEFlzhTwiz, ZOhY £ T8, USS DRI E—# L



Wz b,

EHA, 1982 4 Moake 5™ it k> T hiz b & hiz, Thb
%, %5 Schulman DEHEM & 40 CR-TTP BEN
WO IR A O BT UL-VWFM 2SR L, Al
NIWETZ L WISEERER 2 UM, UBRIAEFREBLED
BREME 572  REATH o T, = 529 [HBRE B Mg
L LT, &, M4, 794 LyEs & U, LT VI/VWF &
EEEFE D, MESEH L LTCTATE Y, y ST Y,
TaTurrFv, 7247V =5y, KEFEHERE L.
¥ 7z, B# iz DDAVP (1-deamino-8-D-arginine vasopressin) %
BRELTHb 2L, EROABEEELRRELLES ORELHE
BRYEEW, D LIF S { LT thrombopoietin(TPO) @ cDNA #
v—=y M, i TPO EBESHEFEINTD, =
5283, bMEO USS BE S5 Lk b ZOENSEEHE K
3T LERL, USS OIS SITEME LizbDizioTz,

EHR, USS ORELAF LNV TS RHTH 5.,
Z DU 1997 £ Furlan 52 iz ko Th e b d iz, 6k
CR-TTP DL 4 fIcik VWF-CP/ADAMTS 13 yE #2325 L
TWEZ EEHELE. LHL, EESY 3, Furlan 5 DESF
2Pl R CERELEZ OGNS bD, TED 2 HIIkFEmE
ETHRER» S bHOMRBERE L E LGN RIZHEEL, &
#8 USS 3 %D VWF-CP/ADAMTS 13 EH 2 RIE L, B
Wb 3% ORHBEFRUTIETL WS Z L, ELBEOR
HIIBEN~50% LEFHMMETLTWRZ L 2ERLEELE. 20
LD & FROEMN OIME IR E, USS oA B hb
k3ol b, USS ik ADAMTSI3 BEFRECED
QEFMBERTH B T LIRS im0,

[Ze5])

USS DWW T IHRE L T 18 KR 22 EH O b 2 E Ok
L£EXNTWRIY, 205, TEMNCODWTIR ADAMTSI3 &
EFRATHRE SN, 555 0PH VI-B-3 D ARRT LS
B—HFOTVNIZ 1 DD ADAMTSIS BIEFRENEEL, b5
CiE o7 B BETFREVEET 2EE~T niESE, 24
BBRFT I ZACEGTRE 2 1EHTROREHEARHTD
o7, BREDIRE TS, USS O 70% ML EBEEAT v BEEHTDH
5 EPRESN TN,

€53 :

USS D3RR & UT, FrERMICEERED /- D3HE
MEZF T3 T EHH0, Z0%k, TTPHECTFHO:D
FFP OEHIMEEBITwa I L bbb s, &7z, ANEHHc YAV
AR © RN VMRS 258, ITP L LTHESNT
WEBERISTEET 5. ¥, RARR S 2 CRzHLL Y oER
NnizbhrboT, FREPRBICFKEL £ 0% FFP OEH
B OSNER & 7x B R ASEERIOSED 55108,

(mEFRR].

BRIZHAE RO Coombs HEREEOEERE TRET 545
E0EV, F0%, /MBS PELEENR EOREL2RD S
B8, EERRERIC (IS EAO S RERT R v, ADAMTS 13 &M%
KERLTBY, —f#ic ADAMTS 13 ¥ 34 ey —id
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VII-B-3 USS OBRRBE & ADAMTS 13 B 1EFE & (ST &
U, —ipKE)

A OBEZ ADAMTS 13 BEFOI6T3FBI3BEEOFI/BTHD
AVOAYYBITTZNFSZVICER) E44+1G>A(r v Oy
LOIBEERTH B/ FPVHFPTZVLER OBEEANTOES
& BOBEEZQIMIXUWBEOFI /BTH BTN I VEMEL
AR VIER) OREESE. ETOY% H ADAMTS 13 FHiEaEOLY.

BlThHB,

€20

M/NRIRA, BRI EOFRIESY A VX BRelr ¥k 5%
WIRDIEL, :l-HERFCEERECRESEETNIF USS
OTEEMENE ., 20 & 5 REMIE, BEAATADAMTS 13§%
MAEEEREL, BEESERLL Ve ey —EBdBwn
L RRESRT B, %72, WD ADAMTS 13 ¥EMEISEE A DHT50%
BECETLTWAIE USS LIZIZEELH TS 5. BRI,
BIEFRENTIC T ADAMTSIS BETFREZBEXATHRT S
ZETh5.

(&)

USS Ti, FFP3~5ml/kg Oi%5%8 2~338 1z 1 EfTbhT
VBT RS, EIRET, BIERIC FFP 0BRSS %2ToTw3
EFSEET 2,

[F#] -

FERBMOBEESRESRYMZ, FFP OEHRE 225X
wihiE, FRIEBFTHS, LrL, FFP ORE2EHIICSY
TwsiH CHFAZBREL TV AEMSE Y, %k, HriE
MBS HERT LGB 2 R T 5 BE bIFET 5.

b) HEREER

4T TTP/HUS Oz, ADAMTS 13 S ZRL TH
%7, factor H % CD 46 %2 LORENFHREL 223, HRETR
REREL L TEWERNIMNEET 2. BERASOREIZLA
BED TTPHOREREYETBRENEET LI L LY, &F
HERTHD T ENTES NS0, ADAMTS 13 1EMDER R
TERBDEV, bVBETR 6 KR, 12EHOHRELH D, £XK
¥ TTP O 1/3 IZHH%$ 3,

2) #EMW TTP

[#2]

FESE DB T O TTP SEERE AL 100 FABRD
3IAD L EbHTELRBOOA TV M, ZhE
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ADAMTS 13 {EHEORIESTH N2 UBTORFTH 5, FERE
MBNTEREEHETCE 2L S0k, ZhERT 5 EL TTP/
HUS Th-Th, EREIBDTEETHZ I ENREIND LD
D, EEOEEREN BN ENRRIRTV1S, USSO
BEASE S Mz SN THh S, TTP/HUS EXRMEIEI 2 2 a8
TEh, ZhEDREERZFERALSEAETRDON S,
L L— R id 20~30 BRI % ¢, Btz 2:3 ek
VI L X RTWS, —HT, $hTRHBH, £H8 » ATHER
1 TTP %55 L7-5261 % H b o0, & 0%& USS & OEFIHHE
Th 5,

[E&]

BEESER & LT, BHEOD Moschcowitz @ 5 BIRSRETH 2
2, ThoOERNTNTHET AEMIZENTHLLEILN
20T, FFCEELI/MRRD L EDEEIMBRRD & hhid,
TTP 2 &EI BV TR ETINETH S,

1) M/AMRRA @ 20X10°/L AT D I/MRERD 258 % Z L8
%<, WET, FTHIEZ SOHMEREZRDL L H,

2) MAHA : fESE» o BEOREMERD 5 Z LhBH», BE
DEERE, KEMEDCBERRORERDL LD, L
»L, BRARIRELTLLRD 5NBDIT TR,

3) BEE  RHRECE T 3IMER BEROAODEEOEEDN S
MR TORRER, 7Vv7F= B LEL, MBEERBDL
B sEEME T2 Th Y, BYIREBRC CEBEER
2R BI PR EVbRTVNS,

4) FE  TCEDWBDS PCOFME TS EE EREEN

FET 3. REOERL LT, BOWE, HEES, BRnen
FELOENTWA, .
" 5) BSMEEER  TTP WM L ShBERTH 2
2, BTFLHBEDENZ DY TR, BEOHEE»S, BAE,
gEEL Y ORBHEE, ER»SBEE CORRES, BELER
KT LOMEEER 2R S RBETRD S, INODE
RiZ, BIBECTERETHY, BWERCIVEHELESICIXEL
AEDERIZEET 5.,

[(REFRR] : ,

M/MRRAREMDEN T, BOESFBENE -l RO
R RIMARGR CRERMRMBR DI, FRIFER S RRIRIMIR 2 7R
3B, BHEETRE, RERPEMRSEMT 5. LDH O
i, FECYAVE VDR, A7 u ) yOFEE EOE
MOFRRD 34, 7—LARBEEETH S, EERETH,
7a hu v EVFEET), BECES o RS RS VR
(APTT), 74 7V /=¥ YRIEER I L%, FDP ZEE
OEREDVBDENZ I LMHE L, 1Z LA EDERT PAIRG
REETHS.

ADAMTS 13 iEMIRER T 2 /AL w28, ERREC L - T
ADAMTS 131EH L4 v L ¥ —DEE T R EBEESED NS
(F VI-B-12)'0, M, AN, MRCE#ELL TTP TR
¥ A VERT ADAMTS 13 EESER L, gG RO ey —
(HTHE) 2R 3, EMHARBES CERER CBEEL
TTP T3, ADAMTS B EERET LRV I 9% », BREKEI

&H# LI TTP TR, LEROTHDS A 7HEET 3.

(&%)

HER b BRESF I, BUlVMRES sEmERcEE L

22, ADAMTS 13 EMBEFRLTHB Y, ZOBEHY
54 Y —REETHIEIERE TTP L2HiT& 5, Ly,
ADAMTS 13 SEMMSIEE b L RBEDET OER b 5 2 729,
ERERPBF R TRORBLER T 2. &Rl T REEBLLT,
HUS, &4 M E P § E E % 8¢ disseminated  intravascular
coagulation(DIC), EvansfEE#H & ¥ 23b 5. HUST |
ADAMTS 13 B ER b LS BBEQETICE £ 257 b,
ADAMTS 13 EMENSZRL TV EBE X TTP L2t 3
B, EEB I UVEEDETOHSE, TTP & HUS B#BIREg
TTP/HUS & U < i I 4 ¥ #/0 Iin % 1 % 4 thrombotic  mi-
croangiopathy (TMA) & 2 i€ & 2 % X & \», DIC &, PT,
APTT DEEB LI V747V /) —4 > DET, FDP OBINCE
B9 %, Evans E{EEE, Coombs 7 X MSBBHETHBZ L LD
EAlTE B, .

i)

HBRME TTP ORGSR L LT, 212 FFP 50~80 mL/kg/H
OB EITS 2 L REETH %, HEHIT 3~5 HHE#EH ¢
HTTL, M/ LDH 22812 L8 6 [ifTHR e BT 3,
% & OEFICIXMERZHLSS 10 BRE X TEHRIBD Sh 508,
20 HEU ESNELBS DD, FRERCEESLETCHS, M
A A F 4 PEEBHEAIND ZEMBH 0, XFaf FxX
VAR (RBGE L) & U < 13 prednisolone 1 mg/kg D& L3
Tbhhs, MBEHEMLLHRTENE, A7of FEELLbER
aspirin % ¥ QI/MEEER 2R T 5, E, MEEHEDOH TR
BoZm) 5 BEENH N, BHMOA ey —0FET 3
FERCIRIRSTH TR0, BRI TTP O MR,
MEETHDIT ST CE B E R LIZBRES NS,

BEME TTP BB B TIETBBIEN LERELT @
ADAMTS 13 BER O I~ DHF, @ ADAMTS 134 vt E
& —~Din#fhs & OFE, @ EEV A X0 VWF oliih~o
%, @ UL-VWFM ot s 0k, ® mighoy4 + o
4 Y OWFET EIBEESNTVL B,

IS DERENESTREECERCEBR T SEMNTE,
cyclosporin % vincristine %z ¥ OB HII&IHR, v o 7Y VAR
v, FUMAMRE], R EBETH ol L IMERDH DY,
BHRIETREETH 5, 518, Bt TTP iU TR SR TS
XL LTH CD 20 X F8E ) 2 1 —J VHik (rituximab)
BH DY, bAETORPOIRREBIAFS N,

[F4)

—fgiz, TTP BB EFEROBWEETH D, RgETHL
i 90% U EOFERTH B, METHOBAE XD 80% AL
DEEBESND L3Ik olz0, Lbl, Wolt ABBLES
THERT 2EFABDE LGN,

4 Ve By —OFEET ADAMTS 13 SEHENZR L T\ B ER
T, MIEssHE A7 a4 PR RELPRSEFTH B,
ADAMTS 13 ERSZR L T B WER TR 2 h b DBEICY
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c. BIMMEREBEERRN(HUS)

1) ® % .

YA I R BEFEE: hemolytic uremic syndrome(HUS) i i
MRS, BMEED, F U TARETL2BHETARATD
D, TOKRKC X Y BEHMEABRERRICHRFET 20, Kk

, FHIE, 2L CESBECBETRENCEEL DR ER

SEShTW5 (FEVI-B-13), F¢d HUS DIFiZ 90% ix#.%h
RYNRFHRT 2BEHIERBE (E Ecoli 0157 1 HT)
BPBUERET 2 HUSTHY, ZORBORFIRESEELET
% Shiga-toxin(Stx, %721k Vero %) 12 L 2 B+ ENER &
U 7= 4R b MBI TR, T, R BIR DK 10% 28 HUS I
HERET S, LrLentsBROXRSBIIFET 5 b OOMERE
WTERL, —BECERLZWY, FOFRIEELREFTH
3, —7, XKt HUS & U THEHEETRTROZEIMER I T
B REMYE HUS TRERERV BT D, BECEFEECY
Db OTELREBS DT FREFBEERTWS, HUS &
REOER % & 2 7 ELER & U T im/MEs o8 S8R
thrombotic thrombocytopenic purpura(TTP) 3% 0, /MR
&, MIMEBEEEEMEEN, BRERmER, SRR,
ZLTHROSHBREET 5. WEIEZ OBRKER LRBOEM
2 & I M B/ I B 2 thrombotic microangiopathy
(TMA) e LTHBOA T —epfEs h, £6< TTP/HUS
ELUTERTEIN TR, SBE, TTP o ERD% { 48 ADAMTS
DDEREEOERET L{dRMTHY, HUSTRIEED L
CHBEETOATHL I LWREN, HERELZRETH2
Z EORE & iz, BE T HUS i ADAMTS 13 BERIEMEANIE
By L BBEERTT, BRIy 2 giidsmhisngne

FRAZ&L 3 HUS O34

# VII-B-13
H/E EH
BERmMEREEEL | Stx
. BRI factor H &M OET & 72 (FHEEERE
MCP O#gEEH :
HAIE A ITA Yy, YRTSFY,
2oaxRVy, 70U LR,
Fv _
[BEsRE RIS MESMiasE, TBE,
e, OB, IR
TBEHE 25 SRR

EHERRBMBRDO 1 DERo>Tw3,

2) BRNER

1955 £Ez Gasser & XS, M/MRIED, BTS2 R
U TR L7z /NR 5 ERNC D W TRl 2 B2 B s 2 1T, 7
DOfER, BRBEE, RMEESE L SHHREEL L OERLE
BEEEHRLZEhE, 0L RKEEY S TERBPEMmMME
REEERERBEMHUS) EHZ LY, LhL, ZOERBOERLZ S U
KEDEFRES  THTH o zdIZ, IANEBIT 3 EEERS
ERTIRETBHOER EFE 2 s Twiz, 19774, Konowal-
chuk 213 Ecoli 026z Vero iz L cHifagt 2B T35
ERFEET DI LEHAL, Z0FEY Vero BX L& LT-2,
1982 FEWHKEA VTV L S v A UHITHE & R R EER L
TEHRPEEHNREEL, ZOREERRE LTV S—F ~ 8
EE3N, TNODBELD Ecoi Q157 . HT sz, 20
RTFEAOTETER»S, Ecoli 0157 H7 2 BEHmERE
Bel, RIEC & 2BERIME ML U EE Y U HRms xR
Refmlic, 85, ThoDBE»SHHEL Tz Ecoli 0157
H7# Vero BR2EET22L, 2LTI® Ecoli 0157 :H7
DEET 3 Vero ERNEEBROYBCHsh2 Z Lps,
Vero # 3% % Shiga-like toxin(SLT) L Efi+ 2 Z L k4o
728, L LZOBRBEFECbl>T VeroEEZLSLT D220
B2 WFEBEwONGET 6N T Wizl DBEE T Stx iKHfi—
TV eR), BEHMERBE I OWTH 0157 1 HT7 23%
DHHE LD B HODENSZ 026, 0111, 0128 LD INTE
BOBEELH SN TS, HUS & Stx & OEHRIZDWT ik, 1983
iz Karmali 533/NRD HUS 53 Vero B EAT 2 & HM
HRIBEBRE L FEFCEEL TWE I 2D THES L,
Neill 51 & > TH HUS BHE D 58% 1258 Hi MM KI5 B E
BREDS5ND I LI MBRI NI, & 512 Milfora & i 208 O
HUS B3 oW TEIRBRE 21T, 273 B1(929%) 1 BIERER &
LTTHRIZRD, 2055 1T FITEOMEREE T oL T3,
58 44 (33%) W E MR IBEBRLRSTED s iz L& L.
I s OfERP» S HUS R/NROBE kKIS E B i F
L, 2OFER: LCAESEET 2 5% TH 5 Stx piEHEN
7z. Stx 13 70 kDa OAERTH Y, Stx1 & Stx 2 0 2 BELSF
EL, BRCX - TZENZFREF O LB A ZEELTED,
ErOBBRMEAKMRICNT 5FMEIr Stx2Stx1 &P



39.  Hfke i R A T SR B
(Thrombotic Thrombocytopenic
Purpura : TTP)

AHERI, BN SE

BRI SOBMS T, 100 BABDEY 3.7 N/ EEEOREHHBH, ADAMTS13/§4’$7:T/EH 1
elmay, EEOEEE, 3P L\gtﬁ%ﬁéﬂtb\éo ', o
MR, SSIMEEm, EBHeEs, @}EII‘E%@W“F%@E%&]51%%73‘%%@355
S A, VR S BIERNAEET, 202 DOBIRERY, @hﬁlﬂt?&é%ﬁﬁ%érb
B NI IS R AMESEBER (TTP) & E BT B, ZD.ET, ADAMTS13 SEMEER LT,
| EBRLTUONRX TTP cBliTE B, %)ﬁbtL\Hb\ia%"?%%ﬁﬁrﬂk&zﬁ%(;bt”‘ﬁﬁd%o
féﬂi TTP T, USRI (TENE 24 H%Fﬂumu [ s&i?a%ﬁi.tﬂé%t@&
BRI EERINANS 3 ~ b BIRBERMETL, %@f&*mld\mma&ﬁﬁwbaﬁ B, ﬁ@%:rﬁaﬂm’&
Llat‘bt\,\<o HEEES LT RFOA NBEEBIT 3o EHF B, FEEEmIE (FFP) B
?»Sm&"‘%lat S5 TTP @ Upshaw-Schulman fE RS A TH B, BRI TTP Tl NEEAZ
B VBENRT LD EHBESNTNS. TTP EdBVTI, EufJ\mﬁmllat%%tﬁéo'
FBE Tl 0% U EOBFRTH o, MIEROEALRELDST 80/u_t03$r‘7b* 5N
| SOk, LHL, BRICESTSE, ﬁfﬂ/SLE%mw&obnatb\oﬁﬁiﬂaaﬁ%o
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L

ek i/ MRIR A M BER  (thrombotic throm-
bocytopenic purpura : TTP) 3 1924 4£1Z Mosch-
cowitz P IZ & » THRANCHRE S h, M/MRIRD, #
MmEREEEEMMEE M (nicroangiopathic hemo-
lytic anemia : MAHA), BimEEE, R#, BT
PRSI RS £ TR 5 MR & BRI TH B,

—7%, M/MEED, MAHA, 8B R2% 3 #E
L9 B MM REEREES (hemolytic uremic
syndrome : HUS) P REERBHICHB LTIE TTP &
RS U UVITIREET, 3k BRA TRMHIRE
REZDNIETTP, NMNETEHERERENETHIT
HUS E2Wish 3 Bmssd -7 (T 1)o FE4E, von
Willebrand B+ (VWF) HENUINER G4
ADAMTSI13 | a disintegrin-like and metallopro-
teinase with thrombospondine type 1 motifs 13)
DOIEWNEESEIL I NS O, TTPEFMOEZ L T
COBREMMET LTnE Z EdmEhi, £X
HTCREEROBEFIEENDY, BRETE
IgG#or yEEy— (AU OHBIKL-T
ADAMTS13 BN ERT 50 ME AR, S
HEhTE S VWF ik, BESTEVWF <L
F < — (unusually large VWF-multimers : UL-
VWFM) L Fidh, BEY 1 X0 VWF &9 HiEHE
WEL, BOTOISATTES VMR %S| &

298, BEAICBOTIE, UL-VWFM & ADAMTS
BOBEICL > T & h, BERIEFH» 5T HP
TR T B, L L, TTP BREICBL TR, X8
FOFBWMNET LT A 7o UL-VWFM g5 M
BRCFEL, BT 0I0OFET 5 /NMLE S
ETH/MRIMAE SR S e 2 AEd 5, €08
R, HFEEOM/MED &R EE L EREERE
ERLOWBEREELTEET (®1), ADAMTS
13 EENERREL DD, TTP OREBNE O, &
o T& e, TTP & HUS 2RI XEl+ 3 2 &
BREBRBIBOTOREgETH S, BIREOEZH L
U, ADAMTS13 EHEMZER L T3 EHMIE TTP
LEWiTE SN, PEETOUBREETHZONT
REEKZHZRE LT TTP S HUS OB ¥ X5
R0,

F/, MEEXLETS, LOLGEHOBEEEL
T, Mty NnERESESE (thrombotic microangio-
pathy : TMA) & UiZ LR & 3, TTP it 14 5%
21TRT KD ICERE ERRENEET 5, ERET
i3 ADAMTSI3 #E#EHZ R 5 Upshaw-Schulman
FEHEE (Upshaw-Schulman syndrome : USS) & 7
BEETH BN, ThPSCGMEHGRTFTH 3
Factor H % CD36 2% 12T TTP HiERMEC 5
EMREINTE D, HERXETTP/HUS ©DF T
28 USS EEFI TRV, BRETTP L, BHShEE
BERBMSE VR EERRBOEET % 2 Kk
SEINBY,

|1 “HBLAY” TTP & HUS DRI

5 #ix
MR
BMEEm
. BiaEEE
FEE

BARZN
FNGHRR?
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39. [MASMENNRIEAME SR (Thrombotic Thrombocytopenic Purpura : TTP) |

ERETIE, FRELIEBENENL 5 USS EBRME
TTP &ML U TR T 5o

SS S8 ST FI it

ok

.s %l ssﬁ“'%é‘z’i:lss \

ADAMTS13(+) ADAMTS13(—)

i

BY VN
@ 188 o SS o 288 m
e | e 1

e

= ;"58 '
e 4 ADP ;’ IR
- . \ 4

) viigid

GPIba cquIbBS VEE GPIba olbf3
e

[ collagen

Platelet VWF Fibrinogen

(oo
. mEeEE

E1 ADAMTS13 EERIBEFCH (75 MR AISE

MENEMIATEESN, MK S A ULVWIM [, SABIIR E OB WY S THERESE S
7Y, MMRERE LT NREES RS, EEATIE, ADAMTSIS [2d 5T ULVWFM (ZEIBF & h B 45,
ADAMTS13 SEMEARIB L-IREETIS, ULVWFM ([FIMRERISL, #hIMRESE£5&RoT, &K
P TTP Tld, BRGNS ADAMTSI3 EMMERL, £/RBXM TTP TIZ ADAMTS1S LT3 IgGHAT
ik (e ES—) BEEEN, RBREMIERT D,

&2 TTP DY

1. Upshaw-Schulman SE{&Ef - - - ADAMTS13 BN ER,
2. BEFEE (Factor H, CD46 BEEGE)

v

2. I

a) BRE « « - SLE, S@RELGE

b) ER < - « FEIRDP, DR

o)+ - + FOOEYY, EoySSune

d) BREE - - - intravascular lymphoma, BEEE
e ) iEMEFHHEHIE - - - BHBEGLE

f)RERAE - « - HVEREDD AL 2REE
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(1) Upshaw-Schulman
et G R TTP)

1960 £E 12K E @ Schulman & id, M/MEED L&
MEEMAER D ETPEERECREEEZRDHL
BMOKRERE LAY, COKRE, FAYho
KRENCHBEL, FERBCFSOHmEERD T
5. Z0%, M/MURDEHRDEL, RFRBEM/MR
B %R (diopathic thrombocytopenic pur-
pura : ITP) OBMAZ T I bbb o, FHE
FURMICE, Zo0X)THMERER DT,
foo HEBMIEZ L3, ZOBRFEITEL ORITRYC
B &b HMAER B X CI/MERD %38 588, 2
NoDEREPEOFEEREEMEE (fresh frozen
plasma : FFP) @iiEIC & » TRIMICHE ST 32 & T
& 72, Schulman 53, I OB M/NIHIEE
F (platelet-stimulating factor) ®RETH 55 &
FHELTED, TTP/HUS &) Bificiz£ B
E o TR,

1979 #1213 Upshaw'® 4%, Schulman & D EEHIIC
L AP AERD 29 O K BFERE LT 5, &
OBRZFR, BB HANS 12KOM, HE6~TH
OIM/MRED LR NEENORIEEREL, FFP &
FEiC &> TRHERBEEL T, LML, TOBE
OF R DERIC DV T REMAE e FER
Rennard & Abe™® &, Th & OEE%: “Upshaw-
Schulman FEMREE" & FE 5 & &R 1RI8 LicAs, FEIC
CORBOBEMCRMTFOT 4 Tuxs F U
EFT5E03BohBENTESNL, OB
BEFTESNL, USSIERAHORRELTE
hEONKEERELT->TLUE-T, UL, £hid

il

B b /NRB O TTP/HUS EERIBS®E S 1, KIER

TTP/HUS & K8 % TTP (chronic relapsing
TTP : CR-TTP) M EDAHTHITN T, Th
SOWEOPTHBLTNB T LIL, A—FRAT

2ZLULOBRENRDONLH, HHREERTH
5 Ehs, BEBRRIELEEERRETHSC
EMTFHEEN, Lhl, BEOHEIZIZEAEMN

MRS TIR NS Lo, £ OBEHIIT IR
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Bl

1982 £z Moake 5 2 i, Schulman 5 D &EID
eI 2 ET 4 Hlo CR-TTP BEMEEHICIF, HiE
#Ic UL-VWFM S U, Il ET s &
WHBD TERLREEIT > 72, TTP & VWF %279
O CREM T 7o, RRBE DB EBEHIATEN
o t, 1997 FIT/E Y Furlan 3 ¥, CR-TTP 4
D B Tk VWF-CP/ADAMTS13 fE M A5 L
TWBZ E%2HE LI, UL, Furlan & DEH
i, 20l ERFITEREEEZLZ SNDH, KD 2
BHLEEREER D SBRETH ZREEH N D - /2o 2
T, EESY i}, £FUSSIKHKZ DO VWF-CP
/ADAMTSI3 EHEAEMEL, BEITFHd 3%
KEICETLTOWAZ &, BEMBRNW0%TH S
ZEERE LU, TO®K, RFOMENHRE,
USSOREMEFMIhs kI Kh -7, MbE
{, USSiZ ADAMTS13 B2 FEEIT L 2L RHERE
BThAZ EBHSMITIhI,

USS REFIIRENH RS5O AH T, B TER
BRI WEEZLOATWS, AFick i3 USS
O BEHIL, 2005CER 114 3 H RO A DEFHT
i, 2FKREFMTH -7 (F3) Y, Bl
11: 16 TEHEMZ L, ThZERICEER 8 &

&Y, BEShBRARERBFET 5700 &

FHREN B, 2T FORIZiE, EIREICHD T USS
EEMES MR EIMS S HETh T3, RERR
i, FERE,SERAME CHie Th 50, BRAM
RIEOEFIUCB N THEEL CEERER~<S &, /D
IR /MR 23 2 EFIBE L, ITP L2
INTNBZ END B,

LEROKMATESI O 5 b 8 FEH O ADAMTSI3
BIZFRFTORENH D -, 6 FINR2- AR
TE5—~HFOT7 L1 >0 ADAMTS13 iz
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1673F 414+1G>A Q449X Q449X

N /

45% 60%

j <3%
BE
B2 uUSSBERREE ADAMTS1S BEFER

ADRIED ADAMTS13 5B, R 51%, £ 26%, 1fi88%, BE3I%TH5H, BED ADAMTSI3#E
BFIL, 1673F B3 BEHDTI/BTHAIAVOAALL BTz TSU(CEBI) &, 414 +1G>A
(A PAADTBEEHDEETHZ /7 U NTFoUCBR) DESENTOESKERETHD, ZDF
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30, [MASIEI/IREAMEEPER (Thrombotic Thrombocytopenic Purpura : TTP)

FREMNEEL, e E BEFRELE
ET3ES~FOESE, 2HMR2- BITRT L
5 BRACEZFREES—H TR O REESRTH -
2o BKROHE T, USS @ 10% L EBEHENT B
BAKTHE o EBBESNTOE ™Y, BinTH#
W ORERID &L - T USS BEOKELGHEE~TH
BEARTHLZ ENESMEND, STl USS
BEERORMAEREN L, BI3IERT LIS,
&IF USS 8 M OBEFEIICL DB SDITE -
FEERETERR 2EHTH 1. DI D, 6
BELSE KX v ThBAFRTOTT—E FA
4 vz, SEEMRVATA VY vF [ A= —F
A A v, 3TEEEAH Tspl EF—JRFEL T
Bk s S OE T, BETEEEICUB FAA Y
EEDTTNRTO FAL VAL GH LT

USS O #Ey S RER E LT, FrE R EERE
O dERMBMAEZITNE I EBBHT D, £0
BB, b RRYLTE &R o TRAERIC /MR IRD
2Tp5M, ITP & LTBE N THERS QTS

EBl b b5, Ao 27 FIF, 1R 10461, 10
Tz I8 FIMTEELTWAH, B0 9T 20 &%
DIz FeiE LT B0 IRARRERI D 9 Bl 7 H1i T
RE TR L TR D, IR0 BUBICRIET 5 C
EMB N, IR I I/MRRD 2D 5B EE, &
FTREBRLENT 2AENDH 5, BAREFORR
WL 5L BT, BROFMBICRIEL, TO®RFFP
O EIEEPDHE LI > T B,

b5 &M i, TTPRIEOTFHO K
» FFP OBt 2Z I TOBEANZNI LT
H 5, 23527 Hirp 20 HlT FFP O & AR 28 dg i b1
EN T3, FFP OEMMENBDELES O F i
12, IR RIE L Eh E CTHETREL - 2 FFP
OEMBIESDEEL L - ERGH Y, BT LR
FEAERS & 1ZMRII V. UL, $ERICRIET SiE
Fli3 &5 FFP 0 B MEBENSLETH ), HER L
ZZohb,
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BRIFECYINE VIEERD S, 2, TOROR
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RIS RV ADAMTS13 75
BREBBETH- TOHEREFRLTE D,
ADAMTSI3 23354 v E E Y —EFH LN,

M/MERD, BN EOREE, YVAIVA
BYels EA IR VEL, FERBICEERED
BEEMEIET NiT USS OafEEHNE WV, /0, TR
BpoFlikis &, MAT 5 TRIZEA SERDE
WEERIDSH b, HRIETH B MBEAICE > TRIET
32EbbY, FEMMETHS, ZOLDIEEH
T, BEERATADAMTSIS EH 2 EHERE
L, BiREENERL, ABRCETsIEE

—AADIE N EETERT 5, £/, WHD AD-
AMTS 13 {EHEDMEE A DK S0%BEICET LT
hiZ USS & iFiFBli Tk 5, et BET#
T ADAMTSI3 BETFICEELHERTH LT
b5,

HERMOERREAR VM, FFP OEHERS
2B X3 ichiE, TTPHOEIRIBEET 58

E&hB, UL, FFP oMz EHICRI T3
O CEFRAICBBELUTOWREANS L, Fi,
Ta B HEEREENET L, MBI EZI TS
BELHEET 5,

USS T, FFP3~5 ml/Kg 0)1’;%5}75! 2~3#

1ETbh T3 Z ERS0R, EIRET, RME
Bric D & FFP ORE 41T » T BEFI S FHET 3,



1924 £ D Moschowitz D BH OWEFIT, FE &
ZESEETARL, |AMOSMREATRTLL
16 BOIMTH - 1o € DOFREMEEFR T, KM
INIL & BRI L e 7 Y vl EED B LR
& U, 1982 41T Moake & i3 1B ME M TTP &
HEAFlOBEIZLY, BEMBTEHICE UL-VWFM
A Eh, CThREFICHEL, SEFRRT
kT B EERE LT, k72, HUS THEMH
KRESTFE VWFM 884 U, ERIRICEEE®L
TH5ZEERELTN S, TTPEFITIE, 25K
F|O/NEINR, MHEIIR, BHUME SO MR ERD
&, IhooMigiddt VWF FilkTisd e
N 5 M, i fibrinogen/fibrin FA TIZFH S e &
N320ATHEIEBHOhIIINLY, ZOZ &
&b, TTP ofeBEiICi/ME» 648D, TOF
BRI VWE 258 S LT3 2 EBPREI N,
ZO&HiIT, TTPiCH 5 M/MEI#R ORI,
VWF BNEERBREEREL LTSI ENHRE
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KREEECRDoh L, M, HLE BHTE
I BN EHEI N THS P,
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# TTP ¥ ADAMTSI13 ix$9 5 IgG B0 g THitk
MELING I ETEBREESERT S ENE
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BERIFEETH B MG shi, LML, 20
BRERPLAIUTOTN—=FE2E s, TTP E
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®WETH, BEMTTP TO ADAMTSI3 EHICD
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30. [MISHENV)\RRAMESSER (Thrombotic Thrombocytopenic Purpura : TTP)
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, RAGMLE I Rk AR 5 &b H bo
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39, [MASMEI/NAEAMESEBER (Thrombotic Thrombocytopenic Purpura : TTP)
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von Willebrandi&

von Willebrand's disease (VWD)

[1] TypetBOEEEDHI

EDDAVPODEIRIRE
DOF 271 ¥ > (1A 4ug, ImL) HEBEEEK0mMLTHRUL, 0.4ug/kg®10~200FH T
] < UHHE%BJREE%?_%)Q

[2] Type1BIMEEDHIM, Type2, 37HE -

EFI/VWFESHREIORE
@za>7 72 F [BEBEInLEOVWEER (RCof) 1Z408A7] 2 THO L D ITHRBIZEL TR
SEBLREHMEERD B,

1) &1 40~808fr/kg, 1~2ME/H, kinExT
)k %HE 60~80&r/kg, 2[E/H
Nk 40~608 (i /kg, 1~ 2E/H, 7 HMEEREZT
3) MLER - ME2FH M 60~80Hfir/kg, 1~ 2[El/H, 1kMfiFET
4) 51 X H 60~8084z/kg, 2E/H _
2D 40~60HAr/kg, 1~2E/H, 4~5HMEIEOET
5) FiTRE AT S HE 100847 /kg, 2~ 3[E/H
kET 60~8084r/kg, 2 E/H
BME A E T 40~6080r/kg, 1~ 2[E/H

%1  von Willebrandf®n iR %!

WEMR

i) SIS

l:C VWFHEE VWF:RCo  HVWFM RIPA
1 VWF D Z /Y82 &T &T &ET H K TF-IES
2A  WFOEMEEE &T-E¥ &T-EF &TF KN ETF-ER
2B VWFOHBEWMERE ET-E¥ ET-EE &T X T
2 WFhBHESE ET-EF¥ ET-EF% ET-EFE " T
2N VWFOBHE R €T EF-E%¥ ET-EE E=) EE
3 VWFDsEe Ri8 = R0 R R A0 R4

Wl:C  EBIEFE M

VWF :RCo U R b EFiEM
HYWFM B3 FWF Y L F 7 —
RIPA 1) 2 b & iR W&
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