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=1 TMAZ{AEDADANTS13E %S (n=1369)
(RREX#MER1998. 7-2015.12)

Congenital TMAs
(n=149)

Acquired TMAs (n=1220) Total

(n=58) (n=90) (n=420) (n=125) (“=Zf’“=2 (n=12) (n=3) (n=309) (n=84)  (n=89) (n=24) (n=45) (n=82) (n=1368)
58 0 347 1 23 0 3 9% 1 4 7 1 31 582
0 5 35 14 2 2 0 62 22 27 1 7 13 190
0 24 29 62 1 6 0 100 33 42 9 23 23 352
0 61 9 48 1 4 0 51 18 16 7 14 15 244
1M omER | 2 0 23 o} o} o o 14 o 1 2 o] 4 46

TC: FHOEDY, CL/OERILL

CTD/AD: C: tive tissue di and Autoi ine di
HSCT: Hematopoietic stem cell transplantation

STEC: shigaoxin producing £.coli

=2 ADAMTS135EE10%RBEEH D =% & & (n=582)
(RBEX®IMER1998. 7-2015. 12)

Acquired TMAs (n=524) Total

Congenital

(n=347)

(n=58) (n=26) (n=96) (n=11) (n=31)

(n=4) (n=581)

35 291 21 71 5 0 6 0 23 452

21 22 5 14 4 1 1 0 5 73
2 21 0 1 0 3 0 1 3 41
0 12(1) 0 0 1(1) 0 0 0 0 15

(n=58) (n=346) (n=26) (n=94) (n=10) (n=1) (n=7) (n=1) (n=28) (n=571)

0 71 6 13 4 0 0 0 6 100
0 119 13 31 2 0 3 0 10 178
7 145 7 39 3 0 4 1 1 217
: 51 1 0 1 1 1 0 0 1 76
TC: FUREDY, oL yuERILIL
CTD/AD: C tive tissue di and Autoi e di

HSCT: Hematopoietic stem cell transplantation
STEC: shigaoxin—producing £.coli
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TTP BRI A F

oA /MR SR BERR  (thrombotic thrombocytopenic purpura : TTP)IZ, BE&
/ﬁﬂ?%ﬁgkﬂ“éﬁﬁﬁéﬁfh%’C&)éo JER R R B D s MR & TR AR I 2 58D 7 5
WARBEZEEY ZLPEETH D, BEEROZHEETIZ. ADAMTS13 J&MHED
0%5&1%@{“@@&% TTP & L TWAM, 10%LA EDRERTH RROIBEFIENER
RIEFISFET D, £, ADAMTS13 EHEOREISHAT 2 CICHEHRCII R 2=
T o570, RRICK > UL ZDRER LR T IR LT OLENH D,

TTP IZiX5ER M (Upshaw-Schulman fEEEE : USS) &, BRMENRFET D, LXK
PEIZ ADAMTS13 B FEFIC LD | BRMEIT ADAMTS13 129 % B EHuE (f vk
=) BEASNDZ LITEVRIET 5, ADAMTS13 {EMED 10%ARM T LT
5‘?@]‘(‘4’ VEEY —BHFEETIUIBRRETH D, TNLSOERNL USS 235Ehitd

. R R ENEEOBERCHHORE THRRME L OEBINFRERIGEN H D08, ik
EI’J 7223 ADAMTS13 BInFHT BBETH D,

AITA RTA L CRRBEREZFOICER L, RRBRICERELFIEE & LTR#ET 5,
BRMEITHANCOWTEH L TE Y | NRICKT 2ERORE - BEII8BRA R
ODEELZET D, ADAMTS13 {EMIEZRE G (10%LL ) DIREIZOWTIX, KA K
TiIEDR,

1. #%XMHETTP
1) =
JFEIRARHA O /MR & RN %280 56, %BRXE TTP 285 Z ENREET
bHb, TEHET, REITBELZRGET A ENLETHD, MER L @fﬁ*%']@f:bbﬁ
B — A AR AR L, RRMEROFERSEICR D, o, ST 0m
BANY MIEDHTRBEE 25720, baR=U 2R 5,
A. TIERE
a) MEERH (1 A)
S SE (fresh frozen plasma: FFP) % @EH#aik & L-MiEx#%s 1 H 1H
HAMITT 5, FFP O &L, BEBBRMBED 1~1.5 fF (—RICERMIEET
40~50ml/kg & EL3) FAVWTREET S, MBERBEHRER THAHHHB L LT,
1) ADAMTS13 O#7. 2) ADAMTS13 1 > b B ¥ —Dkk%E, 3) ADAMTS13
THIBrC& W E 4 F & von Willebrand RFEASEKDORRE, R ENTHEEIN
%o 1) OENFETERNED, TAT IV EBEHRKRE UTER L TXWT 2
WV, 72, BEBEEEAIC FFP BEMNMTOND Z R H 50, FFP ZEHIKE L
To MAFRZHL & D LB D NCHIRPBENZ EBHREINL TN D

1 EAZ A

FFP 50-75mL/kg #E#K L LT, 1 H 1 [E#E Elﬁf’@ﬁﬁ“é

AL LTE, EEIA RIA U TRESNTND L OIC, /MR EFEL (15
FHhul SAE) LT, 2 BEET ﬁﬁﬁﬁﬁ‘fé;c‘:f%éil\ H A [E PN C I AR R
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A Q#ERFC 3E, 3 7 AET) ORENSERICINETH S, TDOLD, 4
15 RREEE B TR B T U, /i3 & ADAMTS13 % 0B % /722
WO, MIEATHAD KN 2 W 5,

b) A7 wuA NEiE (1 B)
AT aA RV ARE, AT A4 FREFNROWTHUBERAINLTWSR, &5
BRE RIS TR TVRY, BEFAICATEA RV ANEIRESNAHE
MIZHD, AT A NREIZE->T, HOHEOEELMBINIIFTX 5, 2B,
EEE N IR, BEIERMERE R ETCTIIRELBRE T 5,

AT uA RV REE (RERERS)

5%7 UM F2iXABEEE/K 500mL

AFNLTVL R=v v 1000mg
1B 1E 2RI CTAMEEE 9] 3 HEfket
FTOBATaA NEZHIRT S

274 FRENAR (GRERERN)
T F=vnrr lmgkg/H #l&EHO0ICHR
) BEILE 60kg DFEE L F=Y1rr 60mg. 12 FEMNR
HledE, BR48E. Y 28

c) P/MERE (2B)
/S 5 AL BB EE LA 7 A E Y LR E TR A BAN S 5
23, TTP OFFITKT AR ITA ST,

i/ REREE (PREBRE AL
TAEYU Y 81-100mg 1 H 1[E, BANR AT wvA RHIEET

d) ZofoiEE

FRMEREIMIT ERD R VEE TIEIA~E S 1 EUE7.0g/dLKE %R BERIITH
N, EENTFETIIL8.0g/dL KM E BEETH (1A), 7B, M/ MREImIX
HA & 072 IS & D 5E I IEIG & 72 D03, ZF LSO B I AR iE % 48
BIELERENDIZOEREELZLND (1B),

E72 BER BEEESCTF 7 u U r e FOEFIMFEM L S12 X b ADAMTS13
TEMEM RS 2 kM TTP BEFEET 5, FERMEDOH A TR Z I L, EEER
NdHGEIX, ERREOREEZMKET 5,

B. Eafl. BEHERG

EROBMEHDOIEE L 5 EILL BT > ThM/MRED 5 Tl LA EERLRVWEGE,
b L<iZ 16 FuL L EIZERE LT BE /MRS 5 5L KEIET Licia

61



a)

b)

¢

d

e)

C.

iE, MAERRHIIMAZ T X o<T7HEE2EETH(1B), ZOHEIC, MER
#z X 5 ADAMTS13 O 512 X > T, ADAMTS13 A v e EX— EF LT
%35 (ADAMTS13 inhibitor boosting) 3 P48 S 15 O T, ADAMTS13 BE 54
EThb, ADAMTS13 inhibitor boosting D& 1L. U W 5P L 75 H 5k < #E1E
XD, B TTPIZXT B U Y X~ T DORIERNIA LI A F TOHARIL 10
AH~14 A THHDT, ZOM S IMPEZBPLEREENH D,

UYxi<w7 (1B) (FREREAN)
Uy X< 1%, CD20 1% 2F /) 7 a—FAHET, B UV SERICERTS Z
& TADAMTS13 A v & B X —DEA I T 5,

U~ TR
1E#FEGE VY X <7 37omg/m?2 8RR I CThra iR REZ BT 5,
1AM 1 E#&E, 65 4 H

VYR U= T UM TROMBEPEIGNE, BRWENCENRGERH 5, 261
DR TE 201 TR, BRAx R EHFER S DMK b DO 2LHT D,

vrurzxA773IF (2B) (RERERN)
AFAE K 500mL
vrm7x A7 7 K 500mg/body or m?
1 H1E, 2EHETERE, B 1EORRE

ErZ7URFr (2B) (BREBRER)
A K 20ml
B 7 UAF 2 1mghody, 1 H 1EWp-o< VERES., BFIX 1 EOREE

vruRARY Y (2B) (RBRERN)
vru AR 4mgkg 1B 2 BN CEBERNREE,
ruARY COMPEBERZRER L, b7 7 100-200ng/mL FBE ZH#HREF§5,

ZDMOIRE (BREREF N

Urni3EEREE (20), 77U U REEE (2C) NEEF, B3REI0 TTP
Wt LTEBISNTWER, UYF v WMERATEARL5CRo7222 L0, B
KCIHBRINAIEEBD R RTINS,

AR

B L le o T2 E . AT a4 RiBEIL, ADAMTSISEMERB L v e X —0f

Wa R0 TEHETEIMCHIEYT 5, TRIICENRGRIIFEELRVA, &K1
FERITEHRNCERT U, /¥ s ADAMTS13 BRER LTI ZENEE LV,
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2. %R TTP (USS)

USS Of#E LT, FIAERPOEEHREIC CRBBWM 22T T2 HE13H 5, ©
D%, M/RBADDEFET 5720 FFP O EBHEEISTHOIL T D BERER R H 5,
7, MR, RO E RIS T TTP BIENHIR L, FRALIRICZIET S D IEH]
HIFET D, USS OHFiZid, FFP O EHE@ES AN LEREGN O, HEEREO L
FFP OEENSHE T, THBEILENRWEFE THY . FFP O ELEIE O LEM
ISIEFNC L > TR B,

FFP#E (1B)
FFP 5~10 mL/kg % 2~3 8 Z L IC8ET 5, EREHERICIT, £9° 10mL/kg %
ﬁ&bfﬁ%%%wféou@%Ffﬂ@A@ﬁﬁ¢kﬁéi9u%FT5

BEE TICAARERN TRERIZ VWA, USS © ADAMTS13 [REFABEEL I NT235

H121 FFP OFENEL 2B L Eb 20T, USSITBWTH ADAMTI3 £ > ¥
2 —DEMMRBRENLETH D,

% 1 GRADE system = & A #f35E

HESTEE D X
10 gRUHESE
Ja EOBEIZBWT, BUHRHERNTRREHER
OSSN THY, FOEHEENSN
2 FNELE
BAIERERPARRIHRI D> THh DN,
T DEHEZE N
RO K2 T ET > ADH
A BED RCTs ITBWTHENYL LT EF VA,
& B WEHRIIFIC L DD T E 7> 2
BIRCTsIZLBREMBEIEFT > X,
BDHVEBENRICEDMATET X
C:HEHRRPHEDOHHRCTsIZEAHITE T Z,
BRUIC L DN IE T > X,
BHDHNEHEENIET > X

at D RCT; T > & LML Ebisatia
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ADAMTS13 JE MR KR I M TTP O 421259 5 BR R BB K

WHoe ot
W 1%

FAAHER]
EEia:ES

HFRRSIERNAY BnE 2
HZRFSTERAY B

MREE

At /RS BESS (TTP) 1, /MR, MR M 72 & OERKRET R C
TSN TE A, Filit TIX ADAMTSIS {EMEZR TR EN D L 91l oTe, BAE
NTH TTP OBWIEME L LT 10%KM L 772, BUEE CREEREIME CHER
U7z [FHEME 5%Rim D% KM - RN TTP (aTTP) 247 B0 F#HIZBE 53 2 BR IR AN
RN LT,

A [EIfENT LTz aTTP IEG]IX. 60 BRLA DS 41%., &M 55% & MBS D s L b
EERTCHENRZVER RS bz, T OM, 2 J5/ul i OZERO /MR &
i E OREHRIER 2 ML D IEFNZ VD, BEREESFIIBRE ChIEMNZN &
DA LMNCIRoTe, ZEEMITT, 60 L L, BEBHHRERS FHRBRKNTT
HY, MPELHBE AT oA FIERICE > TTFERIWET D I ERRENT,

ADAMTS134 b EZ —mE D FHRARE T & HE SN TVE 2, SEIOKE TIX
BE T o Tz, SRS LIEFTIZ Y Y % v~ 77 EamsisiA 2344% O %E
BICEMENTEY, TR L > TFENLEESNZAREESA TR S LE, BRT
WU Y~ T IRBRE A TR WIS S b B9, 21% OES CEMEE I &

NTWHZLEXY, SBREHIHRRER 25 Z &2 LIV,

A. BIRE®

e M /SR A P 4R BE R (TTP) D2
WrErE L LC, i < kiR, I
PER M, BHEEE, A, BHHRE
DR 5 MESAWSRTE T, 0
%, MICREDEH LN TRWEE, Mk
g L R m o 2 #METRkEh
T&E 7z, RIETIE, TP OREAE & LT
ADAMTS13 VRS H A S 4, [RTEHEE
BRI nd Lok ot, 7272, 1&
PEZEW LAY 5% RN & ST E 723,
10%RMBEBRAICAV LD L 5127k
BAERN TS, WEERE ARSI

27,
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2> 5 ADAMTS13 & 10% K3 & TTP D2l
HEEL L TIRE L,

A1 1% ADAMTS13 JEME 10% TREr &
5 LT Bld, BEE CTHL BEE
PE 5% K%M Crolr LEM L% RIEF S
4 TTP (aTTP) 247 Bl D EE R AR R L OV F
BIZOWTE DT,

B. W5k

% B E R Tl B AR2EO ERE
BE %> 5 ADAMTS13 #2438 U C AR ML/
IMESE (TMA) FEBI DEREE ATV, 7 — &
—AEEE LTS, 1998 b 2013



FROMIC 1211 FIZERE LT, 2D
B ADAMTS13 JEMHEDS 5% E R L7z
aTTP 247 BT >UWTHRIT L 77,

ADAMTS13 {EMERB LA B X —iX
chromogenic ADAMTS13-act-ELISA(H A ./
Z) THIE L7z, TTP OEGEEESMET, 1
RREERRER., BHEREREE . M/, ~
TR EUEOABEREE D LICEEIR
% Rose&Eldor (Blood Reviews 7. 94-103,
1993) DA a7 % v iz, #EetfENTIX EZR
% FAVWTC., Logrank ¥7E. Cox thfpj "t —
NENR % 54T L 72,

(fREE ~DELE)
BAREBICE L Tk, ZREL L 47k
FEAZITY, REZ/Z, £72, TMA =278
— MIRIIRREROMEEES DAR
EHETWB,

C. WoER

BEEREZER 1ITTT, 60 ML EM
41%, D 55% TH D . B OHEIC
A_TEBRIELS, BERELo7, 5
#1712 B9 L C. Rose& Eldor ® & =t 7{ZHE
Z X, REARER D 2 AL EOEEN
49% L IFIEEK THhH oz, BEEREIX
72 LAS 53% T, M/MRIBA S 2 5 /ul &
W2 8% Tholz, ~EZ UL 9
g/dl RN 8% L b o & H &<, BET
68%ICFRD Tz, EEEAaTIX 6 Rl E
M B3%ENRYERELEZ N, AV
bt B4 —|X 2 Bethesada Bf7 (BU) /ml
PLED 61% &, ELERBUE VS D3 Do
Too TRIEIWCEEL €, MAERSHAD 94%., R
T A RIRED 82% & IEFIZZ < DIEH
TEEINLTWE, bz, I1YFI=
TIIRBEEAICZR > T RIS b
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HF, 21%DERTHEME TV,

FROERICOWTAFERICHETHH
EEM T, B 1ITTT LI, 60 5%
ULTHDZ L Q). mEORBHHRER
EHTLHEFTTEHERETH-72B), &
7o TRFEEICEE U iR 4 As #a oD i (C) |
AT A ROIREOD) NEFRE LH X
iz,

WICEEBRNITTIE, 21787 X9
ICIMAERZ RO ER, AT A FIGE, &
RN O BEEE . B (60 Ll k) A3
AFRIZEAE L TWD Z LRGN
D77,

D. EZ£8

4 [El, ADAMTS13 JEMEAS 5% KM T 5
alTP JEFIZ DUV TF12 % OIS RET LTz,
HAREWNOEM L, BE#H Matsumoto M, et
al. PLOS ONE, 2012) = &< oo
W& L B ER CEEN LN &
BHEBALTEY, AFEORRTho T,
FHRICE L TIIZEEMIT T, 60 Ml E
ThHhaZ L, BFHMHREEENEETH D
ZERTFHABRDODHETFTH oz, mlE
FENTETTTHRARAREE DL, B
FREERIZ TR ARRREF L BRICHE S
nTna,

Rose & Eldor EAEE A =2 7%, /MK
W, B, BHEREREE, FHRMRER
DATERIZOWTO A, 1A, 28E 8%
ftL., 8 ABREBEETH D, 4 R LN
BHEL INTWDER, ZOFTH 6 AL
i 4 A, 5 REEERT30 A%OETR
238 FEeBHmEIN TS, AH
DT TIL, FRHRERNEETH S
FEFNIR RS Y . ZEEMT CHEE R



FHRABRT & LT Sz, Ll
Bz, EEEAaT7N 6 mlUEEVoD
HTIEREHFERITITAER L 13V 237, TP
D 5 O T & E O FARAIRER &
THLDIIFICHEENLETHDLZ &N
REITE,

TRRIZ B LTk, B ol it i 4% (FEP)
REWRE LR E X7 a4 Mg
FENAMERD aTTP 123t L CHER I N A5
BEThD, MFRZHIL, AIMSHRETEH
ZHERRENTNEN, AT A RRE
WL THAEE T T VAFHLNT
TN o Tz, SEFRL ORETTIX, X7
oA ROREDOEMIIZEEMITTLF
BRIFRFTHDZ &P RINT,

BE#Rk (Hovinga K, et al. Blood, 2010)
TiEA B X —2BU/ml LU EIZFERE
EF & ENTWD, Fox OREHTCIEA
b —mEIITFEARET S L THRE
Eniphotz, TOREELT, 27w
A RUS OSBRI OERNEEL T
WD HREMENH D, HEEMITTIX, &
EMHIRIOERNFREEET L &0
BOOLNTEH, BEEMT TIITERRET
ELTIHBEE RNz, £72, AT 1
A R LASh O S 2 I O 18 ME B & BR U
TAFRERFTHE, f X —2
BU/ml LA ETCTHEBIZAFERERNMEN- 7=
(p<0. 05) , FFEMHIAID—2RY U F
~ 7 ThY . RERERIZR > TWRWNIT
B B3 21% DOREF CER S Tn
2o MBI TH U Y XY 203 TTP 12395
BEREE LTERAINL WD Z b,
AARENIZBWN TS B TTP okt LT
BHRIERE 2D Z LRI N D,
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AFRD ADAMTS13 TEMEZE T aTTP DI
& LT, 2 75/ul K3 DZFEA O /My g
& OREFRRIER A2 D A, BHERE
EEIIROBRVIPBRETHD Z L L
DN 7R o Tz, FHICE LTI, 60 BRLLE,
EERBMHRERE THREARRFTH Y,
MRS, AT aA RIEEIZL > TFH%
DWETHZ LRI, ADAMTSI3 A
e —EELTFEAAREATF L EINT
WAR, AEIOKRECIEFHRELRT T
X7 hol, FOEMBE LT, SEOE
BI TV Yy~ 77 &Rz E 3
4% TEMINTEY, ZhiZL>TF
B“HWE SN TR TR S L,

F. RERAaRER
L
G. WX
1. ECHER
1) Ogawa Y, Matsumoto M, Sadakata H,
Isonishi A, Kato S, Nojima Y,
Fujimura Y. :A unique case involving
a female patient with
Upshaw—Schulman  syndrome: low
titers of antibodies against
ADAMTS13  prior to  pregnancy
disappeared after successful
deliver. Transfus Med and

Hemotherapy 42;59-63, 2015

2) Yada N, Bennett C,
Hayakawa M, Matsumoto M, Inoki K,
Miki T, Watanabe A, Yoshida T,
Fujimura Y:The STEC-HUS followed by

Fujioka M,

acute encephalopathy in a young



girl was favorably treated on a

basis of hemodiafiltration,
steroid  pulse, and soluble
thrombomodulin, under plasma

exchange. Clinical Case Reports 3:
208-212, 2015.

3) Hisano M, Ashida A, Nakano E,
Suehiro M, Yoshida Y, Matsumoto M,
Mivata T, Fujimura Y, Hattori M. :A
case of autoimmune—type HUS treated
with eculizumab, as a first-line
therapy. Pediatrics Int, ped. 12469,
2015

4) Kato S, M, A,
Matsumoto M, Samori T, Fujimura
Y. :A rapid,
highly

particle

Tanaka Isonishi

fully automated and
ADAMTS13  gold

immunoassay

sensitive

using a
routine biochemistry analyser. Br J
Haematol 171:655-658, 2015

5) Yoshida Y, Miyata T, Matsumoto M,
Shirotani-lkejima H, Uchida Y,
Ohyama Y, Kokubo T, Fujimura Y: A
Novel Quantitative Hemolytic Assay
Coupled with Restriction Fragment
Length

Polymorphisms  Analysis

Enabled Early Diagnosis of Atypical

Hemolytic Uremic Syndrome and
Identified Unique Predisposing
Mutations in Japan. PLoS ONE,

journal. pone. 0124655, 2015
6) Isonishi A, Bennett CL, Plaimauer B,
F, M,

Poor-responder to

Scheiflinger Matsumoto
Y.
plasma exchange therapy in acquired

TTP is associated with ADAMTS13

Fujimura

67

inhibitor boosting: Visualization
of an ADAMTS13-inhibitor complex,
and its proteolytic clearance from
plasma. Transfusion ;55: 2321-2330,
2015

7) Nishigori N, Matsumoto M, Koyama F,
Hayakawa M, Hatakeyayama K, Ko S,
Fujimura Y, Y:
Willebrand Factor—-Rich Platelet
Thrombi the

Sinusoidal Obstruction Syndrome

Nakajima von

in Liver Cause

following Oxaliplatin—Based

Chemotherapy. PLoS One;10:e0143136.

doi: 10.1371/journal. pone. 0143136.
2015.

8) \ARFEFH ., fAAHERI. TTP (fuiet /)N
WA ERBER) OFRE L IR¥E. B
ANFIRAMESE 5 104 : 607-614, 2015

9) HFHEEF. ANER. FHAEREEREFO
BEIZ X HallUS. BEERIMLK ; 56 :
185-193, 2015

10) FAZHER]]. FEBLAYEA i M R e e (R A
(aHUS) mymfe, ZWrLiIsK. BHAER
EIMEFESHESE ; 16 1 223-231, 2015

11) BAAFER]. TMAD R & VA9, ERERIL
W8 ; 56 : 232-239, 2015

2. BRRR

1) WAAHERN, BEMEE [TTP DB WA
2OV 5 9 [B] A A AR 1k M 5242
HEELERS Y U RY Y A, 2015
%2 F 28 H, HREH

2) BJINIER, A&, fAAHER Tvon
Willebrand R+iZ & A& MEEias
T#E% TMA/VOD DY REFRHT ) 25 37 [B1H
RiEMARRBEESRE, 2015 4 3



A6 H, #FEM

3) Matsumoto M, Miyata T, Fujimura Y.
T VIRY U A “Japanese experience
of

microangiopathies” The 11th Asian

congenital thrombotic

Society for Pediatric Research

(ASPR 2015), 201544 H 17 H, K

B i

FRIHEA . EARNF, AR, A7

fB3E. MAER., BKRERE., Tl

W, RERI. £BFEE, SRG—,

BT ANREREL AARIAEL, 4R
B VRIRREE T ER R E.

FRHE R, ERIEC, TiRERER TE

Br % E 22 B & iz Upshaw-

Schulman JEERIEFNZIIT 2 HE —F

SHIROFEESEE) 5 37 [B H A MR

1k 1fn ZE 2T EE 2 2015 4E 5 5 22 H

FRFTT. LBdR

b5) @B FHF, /NIFLE, FRiT. PIE
e, A RS ZIFIER, NAEET A,
¥H E, BJIER, AEEE, AR
FERI, BP0 T AEVERIEZE 2 20 H
WCRW SN E AT VAT VIES
Bt Upshaw—Schulman JEEEED 1 #1]
% 37 [ H R ilA2 1k i F S FIES
2015455 A 22 B, WM, ILELR

6) WETEL. /NIFLSE, PNEAHE, A5
BE. ZRER R B CREREZE.
FNIER, IAFER], BFREA TIEER
R BN IRIEE B 18 A BRI 14 |2 B E B Rk P
ECHRIE U7 e 4 i/ ks P28
B 141 5 37 [B B AMmAR IE 5
SFTES. 2015485 H 22 B, HAF
(ENITES

7) EFHHE, BENEE, AEEE. BB

4)

68

. BJIERS, EAHE | Charles L

FAZSTERN T i/ Ak 13 6%
RETP OF%EBALS D02 15
37 [A] B A Mg 1k i 524 2T S 2015
5 H 22 B, BFH, LRER

8) JREFZRME, 2T OUME, BT IR, A
TR, BEAEE, T, RHRE

[e b VWF IZFET % ABO () HuikAd

PUR DA IR EE DFENT) 55 37 BIA A
Mg 1k i s g2y, 2015 4F 5 A
22 B, W, IIRR

9) IWTFEEF, MAKER], AvE#EE, B
JNIERT, EHET. BNEE. R
fRF B EHEMBEEEEEE IR T
% Factor H & von Willebrand [K+1Z
X ZIRREMEAT) 58 37 [E] H A A2 ik 1

SFES, 201645 A 22 A, B

JRFT . ILELR

10) mRHAE, B AV, BT 1R BT
SCHEAAAHERN, BT TEAST, R 1R
FREPRRME, T E. MR AR
WAL AR FetEFr-2 HEVE
M/ REESE DOHIE ) 55 37 Bl H At
1k &2 4S 2015485 H 23 H,
T, LELR

1) F SR, RRIER, dWEE,
FIfER, THEM, srEEF, 21
R, AR TEoERANC L5
BIFEFA O/ET) 2 63 [B] B AEf - 4
JiRRFERE, 201545 H 29 A,
HRLER

12) Mansouri M, Matsumoto M, Cermakova
Z, J,

Hrachovinova I, Knobl P, Kokame K,

Bennett.

Friedman K, George

Schneppenheim R,
Y,

von Krogh AS,

Vesley S, Fujimura Lammle



13) Matsui T,

B, Johanna A, Hovinga K. “Hereditary
TTP-a young patient population with
high

thromboembolic

" prevalence of arterial

events. First
hereditary TTP
of the

Society on

results from the
registry 7 XXV Congress
International
Thrombosis and Haemostasis and 61st
Annual SSC Meeting, 201546 H 23
H. Toronto/Canada

Hori A, Hamako ],
Matsushita F, Takagishi N, Kondo K,
Kano T, Hayakawa M, Matsumoto M,

Fujimura Y. “Regulation of VWF-GPIB

interaction with modified
recombinant botrocetin. 7 XXV
Congress of the International
Society on Thrombosis and

Haemostasis and 61st Annual SSC
2015 4 6 H 23 H.

Toronto/Canada

Meeting .

14) Yamashita M, Matsumoto M, Isonishi

A, Yoshida Y, Hayakawa M, Fujimura
Y, Ogata N. “Analysis of plasma von
willebrand factor and complement

factor H polymorphisms in patients

with age-related macular
degeneration.” XXV Congress of the
International Society on

Thrombosis and Haemostasis and 61st

Annual SSC Meeting. 20154 6 H 23
H. Toronto/Canada

15) Nishigori N, Matsumoto M, Koyama F,

Hayakawa M, Hatakeyama K, Fujimura
Y, Nakajima Y.

oxaliplatin—based

“ Analysis of

chemotherapy

69

17) Yoshii Y,

induced liver injury in patients
with advanced colorectal cancer
with special references to von
willbrand factor.” XXV Congress of
the International Society on
Thrombosis and Haemostasis and 61st
Annual SSC Meeting, 201546 H 23

H. Toronto/Canada

16) Matsumoto M, Isonishi A, Kokame K,

Hayakawa M, Yagi H, Miyata T,

Fujimura Y. “Characteristics and

outcomes of patients with

Up—Shaw—-Schulman syndrome
receiving maintenance hemodialysis
due to chronic renal failure.” XXV
the

Congress of International

Society on Thrombosis and
Haemostasis and 61st Annual SSC
2015 £ 6 H 24 H.,
Toronto/Canada

Yagi H,

Isonishi A, Yoshida N, Fujimura Y,

Meeting .
Hayakawa M,
“Characteristics and

Matsumoto M.

outcomes in 247 patients with
ADAMTS13
primary acquired TTP” %8 77 FHAK
MmEF=FMWES, 2016 £ 10 A 16

B, &R, B)IR

activity—deficient

18) Miyakawa Y, Imada K, Ichinohe T,

Yamane Y, Nishio K, Abe T, Fujimura
Y, Matsumoto M, Okamoto- S.
“Investigator—-initiated clinical
trial of rituximab for thrombotic
thrombocytopenic purpura” 2 77 [H]
H A = il dE =, 2015 45 10 A
16 B, @R, A&



19) Bz HERI BE#E  [TMA OBY
LR B 77 [B] B AR MRS FANE
4. 2015410 A 16 B, &R, &
I

20) faAs JER] v rARTw A TR
ANILESE (TMA )~ & Ei s %
BOIIgRIE~] % 22 [B] A ARHEM -
HIRIRIRZESTKE Y VR T T A 2015
10 A 23 H, EFFR

H. ZIFRFEERED HRE - BERIRT
2L

70



£1EEEE

KT FEFIER EE&
. BORERI 146 59. 1%
v 60 Ll 1 101 40. 9%
/ = 136 55. 1%
MR BiE 111 44, 9%
L 59 23. 9%
FERFEIRAER B®E 67 27. 1%
EE 121 49. 0%
L 131 53. 0%
EWRERE BE 101 40. 9%
BE 15 6. 1%
. =2F/ul 28 11. 3%
i/ RS <2%5/ul 219 88. 7%
>12g/d1 10 4. 0%
~NEZuEY (Hb) 9-12¢/d1 45 18. 2%
<9g/d1 192 7. 7%
Hy 169 68. 4%
FR L 78 31. 6%
BiEfA=7 56 i o
o < 2BU/ml 9% 38. 9%
ADAMTSI3A v & &5 — Tl = 280/ml 151 61, 1%
HY 231 93. 5%

AR
M fEszi 721 16 6. 5%
_ . ) 202 81. 8%
A7 BAF 2L 45 18. 2%
7 T KL OS] b2 = o
s . HY 52 21. 1%
VrERY~T 7L 195 78. 9%
Hv 50 20. 2%
/)R L L 197 79. 8%

71




A fFifin B. PR R

1.07 60 ; .
il ST gk U
0.8 0.8 BRI
b"inq . . .
0.6 605 LA 5067 TR IR B EE
;\rt
ﬁ 0.47] iHM‘
H
0.27 0.27
p<0. 005 p= 0.048
0.07 . . : . 0.07 T T T T T
0 2 4 6 8 0 20 40 60 80 100
L ERHBR®RA%K L EREBEBETFAR
Number at risk Number at risk
0 146 24 12 5 1 0 30 4 0 0 0 0
1 101 16 5 2 1 1 42 11 6 4 0 0
2 179 11 4 1 1 0
C. MmiEZRH#H D. A7 A RigH
] o
i TR - 2784 koY
0.87 0.87
0.6 il 2FaA Rzl
by MRz #re L §
0.47 0.4
0.2 0.27
p<0. 005 p<0. 005
0.0 ‘ . 0.07 . . . .
ON , 2 e A 10 ON b zot ffﬂ’gﬂ%é%ﬁﬁ v
umber at risk umper at ris
L R A I T tée & = & 3
1 BRARBEFICEKBDEFERDIEE
Té‘? - I N =N ¥
%= 2 EFERICKT LB BT O R
Factor Hazard ratio p. value
MEAHL V) 0.21 (0.09-0.50) <0. 0005
2TFuA NEEDHY 0.40 (0.20-0. 80) 0. 01

AT A NPF o4 EmEE 5 v 0.63 (0.27-1.47) 0.28
R RRER B Y 1.89 (1.18-3.02) 0. 01
Ffy 60BLL 2.73 (1.43-5.21) <0. 005

72



I U ] S SR L B9 D SR

W FET R

EPlE

BEEMRE #HE

MAEE

f AR M MR YESREER (TTP) 1220 T, OBV A N (R) OfFkEzs#EL, ©
TTP OBWNTLE R ADAMTS13 ABRTROIMBREHIEE LTV, @TTP (T2
VY%= 7 OBEISTERICET 5 XEEIT o7

A. HEEEM

YR% 27 £ 1 B TTP 1338 EHRE L 2o
703, EPNICIXBET A K74 V03Bl
STV, £, BROBEEMRIC
& E£h b ADAMTS13BERTEM OBIE L,
WFHeH B I R O RESAICEFER
B ThI, RENEINTHWRY, &
EEX, REITAF () OIERK.
ADAMTS13 AW DRRF R, U >
XU~ T OMSIERICET 5 XEEZIT-
7o

B. B35

TTP IRETA R (F) (B Z/ERL.
WFRIHER B\ L AR A =T 2, 4.
HEPSODREESRETCEREZT

5 FETH 5, ADAMTS13 KAZIWTERIL,

PMDA OXtEBIE %% (), ERRIERERER
ITHOZ LI lie, B, VUFU<T
O ERTFEIRBR TR 26 4F 12 BITKT
LTEY ., EisiikizmE 7~ PMDA & @
BEBIZOWTHEEZITY, 7 AU WMk
FEREBIIEMLT, TTP A RIA4 v
TERL & BRI LB R EREZIET 5,

C. R
TTP I8ETA N () BEHE L, 5%

73

T EARMESES., £7203 A ARMmR RS
SOHEMEBERIFEELERETE. F2
EFBULENRT Vv arty hOREL R
9%, ADAMTS13 RS2 W3 o BA R HE
EbOohA A (BR) DEREERRE
THIhizy, RBEOTH A |, R
FROBEE, PMDA ~DEIZE AR EizoWT
FTE L, VYT~ T OEIERICE
L T%H PMDA ~DOxtin & XE LTz, 128,
T AU HMIRESSINMT LY, BKIZE
75 TTP BEAIA R T A > OEEIRL,
B L BWEORBICET A RIIERE
AFTET,

D. B8

AEEDOHFERICL D TTP IRETA F(R)
DI5ERE LTz, £72. ADAMTS13 {4421
DGR MERERER SR 28 42 1 A 226
B, VXU~ T OBERIARIZHE T ZH
FEBIED DN TV, LW ZHE
EHEFTRIBEIEDORRE R LT, 2
REEZELOFBHURBIETA RTA4 v
() 2EMRTHZLICLE,

E. &
AFRICEL Y ENTHD THRIETA R
(B) "R LT, FOERICETE



ERREER R CTE AL IR L
X, BEEV, 728, ADAMTS13 Z#i
EHAREZRKYD Y X< T RER IR,
ENO TTP 2 b PCKIZEND Z &3
TEDLLHFIND,

F. fERapRIFH
mEe L

G. MERE
1. FRCEE
L

2. FRBR

17 H BAMEFEFMES (2015
F£10 A, AJIR)
Investigator—initiated clinical trial
of rituximab for thrombotic
thrombocytopenic purpura. Miyakawa Y,
Imada K, Ichinohe T, Yamane Y, Nishio
K, Abe T, Fujimura Y, Matsumoto M,
Okamoto S.

H. SEMEMED R - BEIRE
mERL

74



RS BF R IEE M &

(EHAMER BT RATIEEE TR EERE R FEICBI§ 2 &I

WrFEsyEE  FIEZER

—ERF EFHBRREES

(5318) HrFEsEE

IR

WrREE

MNP BLEEEZ DN,

MR/ EREE (TMA) L EEENLENER (DIC) O, —AIRE O R
FHEAT o7, RMEKEZR & /MRS, TMA TR VELLIETLE, TA7
I VEIIDICEHTEVIRTL, 7 V7 F=fE, LDH EZ b NI E UL E AR,
TMA BCTEIVEEICHEM LA, PT tb=° FDP fHiX DIC H#THEIEBETH D,
fibrinogen fEI% DIC B CHBEIKME TH o7z, BWIREZ LT 5720, S OICHEMZ

A. BHH

sk & CiX, ARt L MR
PESRBER (TTP) OFEETRUMEE MR FAE
SEERE (HUS) % & {efufe v & =
= (TMA) & BREMEMENEER (DIC)
L DENBMLELNDNLTWAS, TTP T
X ADAMTS13 fEDSER L. aHUS Tl
FHEIEREFORELIZERILICR S,
L2rL, LREOBREEDH D E TITRH
EEL, —RORBETH LBEOER]
ZWiETOILERHD, T TiE, — &
HIRRZIZ DV T, TMA B3 L DIC O Hig
BETEIT o 72,

B. #FEHE

SHEIEFIIL, 9 Bl aHUS B2 &t
TMA BFEIL 43 f (FF5Rfl, 44 5%; 25-
75%tile, 21-59 mk; H2Zkk, 23 :20) . DIC &
FE X 56 EF] (57 5%, 38.5-67.5 %; 31 : 26)
ToHol-, DIC DEBEERIT, HIMLRE 30
Bl B 12 61, RRYWE 12 f1l, Z Ofl 3
BT -7z, DIC DZWITELFEE D

75

DIC ZWiEEIZ L >, TMA DORBETIL,
M EEEEOBEMEE M (MHA) .,
IERED ., BEREEOFEICL 72, K
PR Cix, MEEO—RIRE O EH
BEt 21T o7, BEIEFRMER DI
25-75%tile THEH L, HEZEZR EIX
Mann-whitney U #& € 1T > 7=,

C. IR

FRILERE 7 & QN H/ MEBIITEE & b
ELIET LD, TMABEOF N X VK
fEZRLTe (R1), HMEREIIMELRHIC
BEREEZRDRPST,

ALFEFTR TIX, 77 2 UfEIL DIC
HTIVETL, 7V 7F =1, LDH
B2 DR E VU L E EIX, TMA BT
IoFEEICHEMLE (&2),

IEfMRETIE, 7 7 e e R (PT)
WIIDICHECHRICEETHY, 747
U7 MEIIDICEE CTHEIKETH -
7w (R3) , 74TV I URENTT 4
7V oy fREY) (FDP) fEIIDICEE CHE



WEETH - 725, TMAFITH E{EDE
BN R i,

D. &%

TMA & DIC (23T 5 — IR D L
BRETCIE, RERE e & QNI /MR EUE
TMABTEVELIIETL, LDHfER S
IR E U VE B, TMA B#TEDE
BTN 5 Z L6, TMA #Tld MHA
WEAEENRL VB HTWD Z LR
mWanhiz, LL, DICEHTYH TMA 24
20850, L0 BEERER D ME
LEZbNTE, TIVT I EIX DIC BT
IVETL, — FARXR—=X~DIFHM
DIC CEHTHY, 7 LT F = MEIEHIC
TMA BETEWZ E0b, BEEZEIX TMA
HTIVEETHDZEBTRRINTE,
DIC # TiX. PT HuX° FDP EISH EIZEE
T, 747V 7 FUVETERIEETS D
Z &b, DIC BEO T 3 ERE R 2 E 13EHA
ThHDHH., TMA FITH FDP fEI & EF 53
RO bz, £z, A EIOMRECIIYYE
DIC 2372 Z &8, IEMARE TE LWE
BENMEFREREEZ b5,

E. 5

TMA B CrRXEAIMmN X 0 ZEHAT, ik
HREOREN IV A, BEELEL
2o T2, DICEETII T VT 2 AEMMEL |
M EEPERTH- 7,

F. BEARE#R
L

G. MERE
1. BRXHERR

76

1) Kamimoto Y, Wada H,

2) Kamimoto Y, Wada H,

4) Squizzato A,

Tkejiri M,
Nakatani K, Sugiyama T, Osato K,
Murabayashi N, Yamada N, Matsumoto
T, Ohishi K, Ishikawa H, Tomimoto H,
Ito M, Ikeda T: High frequency of
decreased antithrombin level in
pregnant women with thrombosis. Int
J Hematol. 2015; 102: 253-8
Tkejiri M,
Nakatani K, Sugivama T, Osato K,
Murabayashi N, Habe K, Mizutani H,
Matsumoto T, Ohishi K, Ikeda T.:
and the
Thr312Ala

Polymorphism may be Risk Factors

Hypofibrinogenemia

o -Fibrinogen

for Early Pregnancy Loss. Clin Appl
Thromb Hemost. 2015; [Epub ahead of
print]

3) Takahashi N, Usui M, Naitoh K, Wada

H, Mastsui T, Kobayashi T,
Matsumoto T, Uemoto S,
Elevated Soluble

Glycoprotein VI Levels in Patients

After

Isaji S:
Platelet
Living Donor Liver
Transplantation. Clin Appl Thromb
Hemost. 2015[Epub ahead of print]
Hunt BJ,
Kinasewitz GT, Wada H, ten Cate H,

Thachil J, Levi M, Vicente V, Angelo

Gary T.

AD, Di Nisio M: Supportive
management strategies for
disseminated intravascular
coagulation—An international

consensus, Thromb Haemost, 2015

[Epub ahead of print]



