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BATER 1
et /MR EEEER (TTP) WY

IR A 2 RO 72 W /MR D 258D 7854, ADANTS13 JEMEZEBIE L 10% R 12 E R
LTCWAERZ TTP L2Wrd 5, 1 ADAMTS13 B OHIESBEME: CHIVIZHRENE TTP &
245, BETHIVUTUSS L2W1 5, (FR)

¥, TP 2585 5 HMELZELH A 25 ADAMTS13 JEMENZERL L T eV ERFI S . RE3E TTP
LRI TEEN, TORENRHONTRW-O TTPEBREER L Z2 N TNW5S, F
7=, TIP EEHREBROEE TH 272 B MER# 7 & OIREN KB R FEB BN EET 5,

TP 2% 5 WD B R

O sk

M/ REAS 10 5 /ul /i, 1-3 J5/ul DREFIRZ,

@ i EREEMEEE M AMAE M (nicroangiopathic hemolytic anemia:MAHA)

MAHA 1. FRIOLER DM ORI X AR T ~FE 7 m B rn 12g/d] K (8-10g/dl @
JEGIA ) THRIMFT RS LR &, D OERES — A ARBREME T 5,
VAMAT R & i3, BERRILERO M, ML U Ly, L, fRFMERO EF, ~7 k
Ju e OFERFREEED,

@ BiremEE

FREBIMCIRE BBEDHADBRED L DONGIMES VT F=r N ERETHEMLH Y, -
72U, MKEN % 0E LT 2REOREB RSO IXE M R R (HUS) 238k
D5,

@ FEEN

37°C DL EDOWEGDNS 39C BDOEEE THD 5,

® EHEIEEARRER R CEREOL DML, AR, il CoBHEE, A
DA, BV OIRT, TR RS 7 & OMREER S22 D,
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BRAT & B

@ FEREVEAS PNEESERRE (disseminated intravascular coagulation:DIC)

TTP SEGITIX, PT,APTT WXIEW T, 747D )70 7rF hbrrEHET LW
EMNZ < FDP, D-dimer JEIRED FHICE EFEDH T ERE\y, DIC OfielE, 747V
V)T 4 TN EROBE A TH Y APTT & PT NMERE L, 747U ) AU
LI D,

@ Vi E R FRESE AR (hemolytic uremic syndrome:HUS)

JR A HH L R ST (0157 7 &) JYRELS 2 A MU HUS bk, EESIS I - B R E R
HiVE (BIA) 70 & O RIGE OB G- 2 Mgl 4 5 0Pt LPS(m > B R 0) T fifkie &
T2 %,

@ HELLP SR

HELLP JEMERE & 1 IEWRE ) EREEC 7993 C. I (hemolysis) . TR D L5F- (e ]
evated liver — enzymes), [/MRIEA (low platelets) 58 2 Zlianli®s Th 5,
Wi, Shibai © OFZWTELNE (Shibai BM, et al. Am J Obstet Gynrcol 1993;169:1000)
WL o TUThh a0, 20 HUETIE TTP & OERINEEECH D, ADAMTS1S JEMENE
WL TOIUE TTP L 2Wid 5,

Evans EMERTE

Evans JEGERECIIER S — A XGHETH 5, 722 L, 7 — AL X[EME Evans [EBER &2
WrandZ ENRBHDINB, ZOXIREFOF IS ADAMTSIS JEHEER TTP AFE R Eh
Tn5,

R

HTADAMTS13 A B B X — %N A XETHEE L, 1 BAr/ml LLEIXER &322 (5 & f)
WicE s, LosL, BREOHENILT LS AL TIdk <, USS DORENLMFLO ADAMTSL3
TEMHRIE 72 & 2 BB 24T 5 23, TEEZWTICIL ADAMTS1S B FMNT S TH D, USS
BEOWBIL, ~T o ESREE THDZ LG ADAMTSIS FEHEIE 30 75 50%%7R~Y
BAEDNE,

728, ADAMTS13 HOHiEIL., FfHiE (f e d—) ZEETDHZ LN TH
0. HEELLTCORIEFFTAEDOKRENAIEETH 5,
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BTERL 2
i /MRS MESR B (TTP)  EREEE /348

#% KM TTP EHAEE ¥R

ADAMTS13 A > & ©' 4 — 2BU/ml LL |

1.

2. EHikreEE

3. Rt EE

4, DEREE (raR=r FH, BCC BEs)
5. BERE (ER%)

6. HEESHIM E 72 i3 mAe

7. RERSH

8. I

<HIE> A 1A, EOA
HE 3 AR

HREESE 1 AR~2 R
(ST =

HERK M TTP  (Upshaw—Schulman JEMEEE : USS) EESEES¥H

1) EE

HERPBITERE . MEER CORBERGFHRE

2) HEE

EHIRY, FIRNEIN B EAR LAE  (FFP) Wiks LB e B
3) WE

AR CRIBEIER DS TR B
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ADAMTS 13 i P00 7 5 2HE oD P it FH A5~ D T bR 3o,

WFgEs T
gt # R e

e
i il

7% FLIRST RIS AT
7% BURST SRR, ol

WHoEE E

(A rees—) ZHEs LT, R
DI LI TND,
PRI & 70 o TunZen RIS
WD DDFLE LR,
TlE7e<, VY= DOITPIZ
LTk, RN & 70Dz

T, THREPEA 2 B9 2 RS
26 H 1T F ALK
H Dworking group D& THET S,
ZEThoT,

IRVERERIR 21T 5 TETH D,

FHWMDY BN
1% (Upshaw-SchulmanfigefEft) & % Kk
UL, BRI CIRADAMTSI3TE RS L OV v e X —IE & b
I, WEMN y ORI HER S E LUK ST
ADAMTSI3{EME & A e B4 —DWEIL, TTPOZ
K9 2 Pl A 95 R TG
EMEEND,
E ZCCARMEFEIE, E P ADAMTSI3TEMERS L O b B4 — I E O PR R ISRE L 1
R D BERE ] 2ER LT, Ehve . k26
LA U CEAEFBAICIRE L, THICET YV U750, 8
AR R % BALIZ
EFREFATLC, ERNEEDOD A ) AR ARIKE UTIRGE L
TN D ADANTS L 3TE PN E IR 2 | (RAN 2T R 3R

ARAEFEFG 41X ADAMTS 13TEE D3 10 Yo AT~ D B IAE B A TTP & W35 & 9
M B e 2 VERR U7e, TRINGTE 2 I U774

ZIXADAMTS 1312 %% E B8t
WX

WL 0

TR CaHUS D F2 W AL UE L 4 BE

oD TELD

D Dﬂﬂ

n SR GE TR R T D T2 D D

ZDX D ITALEE L, ADAMTSISVEMEE £ L B —DREDNEBETHRE T A L

IN2HFEM DT Fa—F2iTolz, WEEL, BIERS v bR W HESE
e LTEREND X 91T, TIPH 7 7 A — 7 Ok & B R RER B 217 5
vf'/:ET&;)éo

A. BFEEEH A e F—L b ERES LTHIE

o M /SRR B A P SR BE R (TTP) D&
WrEHE L LT, ADAMTSIB@%LLﬁ>1096ﬂ%ﬁf
WCERT 2EFTH D &, EEMIC
WHEITWD, TO LT, ADAMTSISIZNS
THHDHIE (e d&—) BNEMT
HhiE., % RXKMETITP T & 5 Upshaw-
SchulmanJE@EEA GOV, £ B B X —
DG THIVZHRMETTP E R S5,
BIE, HARERNIZIB U TIZADAMTS 1375 4

nJLA

76

FIRET&H D28, FREREH & 72 o TV RW,
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B. #MsAE
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SBETRHERMLE L TCORRBES D LE
Wb, L L, BUR TIZADAMTSI3MR A
RETHIZHHAESREGLE LTERIN
TWD D OITHEN,

AE, 1)ADAMTSI3{EMEE £ v B B F —
JiliD2TE B CREREA ZBGT 5. 2)
A ) AFEEADAMTS13 activity ELISA
kitZ EABETHERS L L TKRES
DT & E&FHE L7z, ADAMTS13 activity
ELISAkitZ#ZAZEHBE & LT, ENTH
FELE SN TWD, BUERZEDNRIZE
AEERARICEBHTH D, ICHY
ey MEENTWABRIEENRDITS
Nighote, 7 EOBEBIZE B,
(fEE~DERE)

YT

C. HrEmR
BAEHREICFER SN [RIE] 13,

AP HF ERBRERA RIS & 1T R0 |

TR AR OEAE & L TERE NS
MR ERE T8 S TW5,
RERAE EREHT, (EROREI Tl
< THRBBEE| JEICRESNSEN, TH
EFE) BEEESNDZ &ILDE, 20
J7¥E & U CADAMTS13 activity ELISA kit
BEEZTND, FHERORBRER.
HBIEFEOREL. (W3 26835
BENPLDOHFLEICL VTN TS, 2
WIENIFE LRVWREOHZ AL, #8
EERLIZIVIToNEZEbHD, B
BEORBEMIZIE., SREBFELCRIES
B, REICLVHIBCEAEREREE
ERE LOFRME R TLERDH D L X
ncTna,

ADAMTSI3HRZAS IZ-DUNT I, 20134E % I

D HARMERFZEDOREBEEA & 25 X9
WCEEELREH L T2, 2014456 A1
KY T ITN—TRhn ey TREEA
EELETHEFREREICET 2 EEE)
ZER L. HARMKFSZE L CEAY
B THR LT, 2014487 BT AT B1E
DeT7T VU7 E%T, REOER, BX
UMK 2 I R 36 ARG AT T T BN
FEIZOWTHA L7z, ADAMTS13HRZ A
ZOHEEBIZERYT D LT ENTEHGE,
ARBHFENMELEFEER N2 BRI
ERBBY LR H D,

ADAMTS13 activity ELISA kitiZ. 2006
FI0H IR ARE L LT Efanhs,
HEBIOCENTOREET (B) 4/
AN, WEHATORBIZA—ZA NI TO
Technoclonett: 73T o CTU 5, AEL 5 DR
FEFREL, KR X 9 IZELISAEE A
TRV, mELRAEE LTIk mEFWE
(von Willebrand factor) OHEAGLIET
BESETdH HADAMTSISDIEMEZ HIET 5 b
DTH D, ADAMTSI3IZ X » CTHIWr =iz
VWF o B BT T 8 7 5 B L2 R RR S D B
ZRERT DI LR TH D, ADANTS13
EHREICINZ, MARBEICRBITSE
VIR Ff9 54 > b B2 — N0 EREE
Td HBethesdalB I HE L THET A Z &

T X WADAMTSI3D A > kb B & — Sl 2 3
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ETHZELARRTH D, IEMEE50%IK
T &% 2% /{fi%x1 Bethesda Unit (BU) &
KT 5,

S 1% DEERIERERBREMIZ OV T, F
THA 7 R b EIEGERERR A
R (PMDA) I[ZFABRICBI T 2R 21T 9, %
DFERTTIPY 7 7NV — 7 OB Mgk
HLCTEGI A RS T, ERRMERERBR 2



