Yoshida Y, Fujimura Y, Hattori M,
Kagami S. Diagnostic criteria for
atypical hemolytic uremic syndrome
proposed by the joint committee of
the Japanese society of nephrology

and the Japan pediatric society.

Clin Exp Nephrol. (in press)

12) Eura Y, Kokame K, Takafuta T,
Tanaka R, Kobayashi H, Ishida F,
Hisanaga S, Matsumoto M, Fujimura Y,
Mivata T.: Candidate gene analysis
using genomic quantitative PCR:
identification of ADAMTS13 large
deletions in two patients with

Upshaw-Schulman syndrome. Molecular
Genetics & Genomic Medicine. (in

press).

13) Muroi C, Fujioka M, Mishima K, Irie

K, Okuchi K, Fujimura Y, Nakano T,
Fandino J, Keller E, Iwasaki K,
Fujiwara M. : Effect of ADAMTSI3 on
cerebrovascular microthrombosis and
neuronal injury after experimental
subarachnoid hemorrhage. J Thromb

Hemostasis. (in press)

14) Mansouri MT, von Krogh AS, Fujimura

Y, George JN, Hrachovinova I, Knébl
PN, Quist-Paulsen P, SchneppenheimR,
Lammle B, Kremer-Hovinga  JA.

Hereditary  thrombotic  thrombo-—
cytopenic purpura (Upshaw— Schulman
syndrome) and the hereditary TTP
registry. Himostaseologie .2013 ;

33 1 138-143.

15) Miyata T, Kokame K, Matsumoto M,

Fujimura Y. ADAMTS13 activity and

57

genetic mutations in  Japanese
subjects. Himostaseologie. 2013 ;
33 1 131-137.

16) Mise K, Ubara Y, Matsumoto M,

Sumida K, Hiramatsu R, Hasegawa E,
Yamanouchi M, Hayami N, Suwabe T,
Hoshino J, Sawa N, Ohashi K, Kokame
K, Miyata T, Fujimura Y, Takaichi K.
Long term follow up of congenital

thrombotic thrombocytopenic purpura

(Upshaw-Schulman  syndrome) on
hemodialysis for 19 vyears. BMC
Nephrol 14; 156 :2013

17) Takahashi N, Wada H, Usui M,

Kobayashi T, Habe-Ito N, Matsumoto T,
Uemoto S, Nobori T, Isaji S: Behavior
of ADAMTS13 and Von Willebrand
factor levels in patients after
living donor liver transplantation.

Thromb Res. 2013; 131:225-229

18) Habe K, Wada H, Ito—Habe N, Suzuki

H, Nobori T,
with

Mizutani H Two

patients antiphospholipid

antibody developed disseminated

intravascular coagulation. Intern

Med. 2013; 52: 269-272

19) Habe K, Wada H, Matsumoto T, Ohishi

K, Tkejiri M, Matsubara K, Moriocka T,
Kamimoto Y, Ikeda T, Katayama N,
Nobori T, Mizutani H.: Presence of
antiphospholipid antibody is a risk
events 1in

factor in thrombotic

patients with  antiphospholipid
syndrome or relevant diseases. Int J

Hematol. 2013; 97: 345-350



20) Toyoda H, Azuma E, Kawasaki Y,

Iwasa T, Ohashi H, Otsuki S, Iwamoto
S, Hirayama M, Itoh-Habe N, Wada H,
Kondo M, Keida Y, Ito T, Komada Y:
Cord blood transplantation combined
with rituximab for Wiskott—Aldrich
syndrome with autoimmune thrombotic
thrombocytopenic purpura. J Allergy
Clin Immunol. 2013;132:226-227

21) Hasegawa M, Wada H, Wakabayashi H,

Yoshida K, Miyamoto N, Asanuma K,
Matsumoto T, Ohishi K, Shimokariya Y,

Yamada N, Uchida A, Sudo A: The
relationships among  hemostatic
markers, the withdrawal of

fondaparinux due to a reduction in
hemoglobin and deep vein thrombosis
in Japanese patients undergoing
major orthopedic surgery. Clin Chim

Acta. 2013; 425: 109-113

22) Seki Y, Wada H, Kawasugi K, Okamoto

K, Uchiyama T, Kushimoto S, Hatada T,

Matsumoto T, Imai H; Japanese
Society of Thrombosis
Hemostasis/DIC  Subcommittee A
prospective analysis of
disseminated intravascular
coagulation in patients with
infections. Intern Med.

2013;52:1893-1898.

23) Yamashita Y, Naitoh K, Wada H,

Tkejiri M, Mastumoto T, Ohishi K,
Hosaka Y, Nishikawa M, Katayama N:
Elevated plasma levels of soluble
platelet glycoprotein VI (GPVI) in
thrombotic

patients with

58

26) Wada H, Thachil J,

microangiopathy. Thromb Res. 2013
(in press)
24) Wada H, Thachil J, Di Nisio M,

Mathew P, Kurosawa S, Gando S, Kim HK,
Nielsen JD, Dempfle CE, Levi M, Toh
CH; The Scientific Standardization
DIC of the

International Society on Thrombosis

Committee oh

Haemostasis. : Guidance for

diagnosis and treatment of DIC from
harmonization of the

recommendations from three
guidelines. J Thromb Haemost. 2013;

11: 761-767

25) Gando S, Wada H, Tachil J; The

Standardization
DIC of the

International Society on Thrombosis

Scientific

Committee on

Haemostasis (ISTH). Differentiating

disseminated intravascular
coagulation (DIC) with the
fibrinolytic phenotype from

coagulopathy of trauma and acute
coagulopathy of trauma—-shock
(COT/ACOTS). J Thromb Haemost. 2013;
11:826-35

Di Nisio M,

Kurosawa S, Gando S, Toh CH; The
Scientific Standardization
Committee on bIC of the

International Society on Thrombosis
Haemostasis. : Harmonized guidance
for DIC from the ISTH and the current
status of anticoagulant therapy in
Japan: a rebuttal. J Thromb Haemost.

2013;11: 2078-9.



27) Akiyama M, Nakayama D, Takeda S,

Kokame K, Takagi J, Miyata T. Crystal
structure and enzymatic activity of
an ADAMTS13 mutant with the East
Asian—specific P475S polymorphism.
J Thromb Haemost 2013;11: 1399-1406

28) Takizawa Y, Kosuge Y, Awaji H,

Tamura E, Takai A, Yanai T, Yamamoto
R, Kokame K, Miyata T, Nakata R,
Inoue H. Up—regulation of
endothelial nitric oxide synthase
(eNOS), type

information regulation 2 homologue 1

silent mating
(SIRT1) and autophagy-related genes

by repeated treatments with
resveratrol in human umbilical vein
endothelial cells. Brit J Nutr 2013;

110:2150-2155

29) Satoh Y, Yokota T, Sudo T, Kondo M,

Lai A, Kincade PW, Kouro T, Iida R,
Kokame K, Mivata T, Habuchi Y, Matsui

K, Tanaka H, Matsumura I, Oritani K,
Kohwi-Shigematsu T, Kanakura Y. The
Satbl protein directs hematopoietic
stem cell differentiation toward
lymphoidblineages. Immunity 2013;
38: 1105-1115

30) Shinozaki S, Chiba T, Kokame K,

Miyvata T, Kaneko E, Shimokado K. A
deficiency of Herp, an endoplasmic
reticulum stress protein,
suppresses atherosclerosis in apoE
knockout attenuating

PLoS One

mice by
inflammatory responses.
2013; 8: e75249

59

31) Bernasconi R, Galli C, Kokame K,

Molinari M. Auto—adaptive ER-
associated degradation defines a
pre—emptive unfolded protein

response pathway. Mol Cell 2013;52:
783-793

32) Larkin J, Chen B, Shi XH, Mishima

T, Kokame K, Barak Y, Sadovsky V.
NDRG1 deficiency attenuates fetal
growth and the intrauterine response
to hypoxic injury. Endocrinology (in

press)

sz
LB, RIERE, MEBREF., &

FEIEF, FHIET. BEAEE. Fan
Xinping, B HBAT. BIRHEFE.
CFH HUARBG % & OV CPHRI 3 = TR 2%
Zf£ 5 DEAP-HUS @ 141, HA/NRE

Bk FEaMsE 26 109-115, 2013

. EFFEE, BATRAE, R, B

HE, ZEBE, JIEER, BATH
Al BRI, mighE. Vv
~ MR LT AR RR U AR ok
[/ MER A PSR (TTP) @ 1 fil—
VYR =TREDEA I T
WTOBRE—. AARNFFERHERS
102:147-149, 2013

. ORAHERN, BRMETE. R TP I

T AH VY X~ TERE Annual
Review I 2013, 201-208. hAE
4 2013

. FEMIEA, m¥E. BENERE E

NS FE A M E AT % fE %
TMA/ADAMTS13 B2 EI1REDRA » b
L2

Thrombosis Medicine.



SeiRESEAE, 2013
A 71 4 S
L BT

3 : 81-86.
. EHIEF, B EE
HOE BEE HUS D2l
74 : 1103-1108, 2013
CNKRFB . BN ERE. EHET.
MA: e BT DR e, B & FAT.
74 : 1050-1054, 2013
. BEAM & . Thrombotic Thrombo—
cytopenic (TTP) &
Hemolytic Uremic Syndrome  (HUS)
~JRREREA L TR E DT D DOHT -
Ipw—Jr—r~~ BARMR LM FEE
24:680-684, 2013
. AHB. HEEBET. fETE. R
AI. AREBTSE., EHEEBIT. B EE
Atypical HUS [Z3\) B MAHIEREE
SEZWT > AT ADOBE L BB,
H AR BB SR MERERE 1:39-44,
2013
. BNEE, SBET. BREdT. 9
SRR PR M PR FEAESE B AE (aHUS) .
FEPRIM#E. 54 : 1001-1010, 2013
10. BERETE.  TMA JRRBICKRT9 5 it
HOEMAEE Sk ADAMTS13 DIREZHE.
TERE 24 G PEA IR A iR U EIEZE B
DR EE. 61-82, 2013
11. NKRFH, BAEE. TP OFIER
#E-ADAMTS13, von Willebrand factor,
i/ #k o 8 A B £R o R B .
3 : 352-356,

Purpura

Thrombosis Medicine
2013

12, BAEE. AT, ATEEE,
NARFEE, BT, EESIT. M
e R A VSR BER. BRI
. 55:93-104, 2013

13. HFWETF, BN EE. FFRAED

60

PEIRBAEEMRE (aHUS) —JRRE - 2
WL =27 U X7 DFFE-.
Medical Practice. 31:100-103, 2014

14. BEHEAT, BT, MMEE
5L SERME ADAMTS13 RIESE. FREME
%, 57, 556-561 , 2013

1 5. /MBYST. ADANTS13 & fuetdifn /i
R PR SRR, TR AR AP ZE D itk
H# 34, 69-75 ,2013

16. /8 H, Mo B &
Upshaw-Schulman JE{EHED ADAMTS13
BB TENT. Ml 46:61-63, 2014

Fan X, Yoshida Y, Honda S,
Matsumoto M, Sawada Y, Hattori M,
Hisanaga S, Hiwa R, Nakamura F,
Fujimaru R, Iwata N, Uemura O,
Matsukuma E, Ashida A, Nangaku M,
Miyata T, Fujimura Y.
analysis of five patients with aHUS.
B 4 BRAMLKFSFINE
£.2013.10. 21
nEEEkE . A EE. el 8k
ADAMTS13 {EPERIEIE DB « 2= v
A FESEE LU EE B 8ot 2 H
v 7z high-throughput JHIEE. 2 74
B H A @ & % 2l £
£.2013.10. 21

IAZARHER, RS, R TTP (2t
5 M HEASHAR YA, B 61 [B] B A
m - MifipEE ks (OxVT o
AHwial), 2013.5.16 K
EE At & f# . Thrombotic thrombo—
cytopenic (TTP) &
Hemolytic uremic syndrome (HUS)~
JRRESREA L B D 7= O DT Tn~—

Genetic

AN
=

4)

purpura



5)

6)

7

8)

9)

10)

J1—~ % 35 [B] B A Az Ik fn
WELS (VR A), 2013.5. 31,
iy

B SR, JEMRAAIR MR BE
FEEEE (aHUS) 2 L IRE DS (T
YFareIF—), 2013.6.1, LE
BERE, HERER, HEZ, B
FE, AEEE. BAKH], BENE
J SN * VWE-
propeptide/ADAMTS13 Lk i3 B i 4 28
FOEEELMHBETS. FIBEHEAR
Mg 1k i 2 F g 2. 2013.5.30
FEERE AT v

WAV, FFERE, WU, &7
ZiA, RAHERI, AT EE. RHRKR
., 2R raekFo-2 2B
VWE 3 X OV GPIb #5& U1t OFEAT.
% 35 [A] H A AR Ik M 52 R e 4.
2013.5.30-6. 1. [UWBEEERT IV

FFEPIRE, AV, BT, T
Z¥A. AR, BN EE. KR
5. & b VWF IZE(ET 5 ABO(H) ik
RIFUR O IR OfEMNT. 45 35 [EH
1 | o | R S 7
£:.2013. 5. 30-6. 1. [WTEEEHR TV
INRET], ARIHEAN, fAlE—AR, 42
WBiREEZ., ¥E1IEZ. HEEE. BPIE,
THEAZ. NG, EEETT. 2
AHERD, BEAETE, SREC. ER
PRSI SN EHROEE TR
75 % £ 9 Upshaw-Schulman JE B &

(USS) m—l. 25 35 [E A Ak
& R ES. 2013.5.30-6. 1. L
REER T v

BJINIER, AR, ESE. &
MmeErffaAE % TMA/VOD IZRIT 5

61

11)

12)

13)

14)

15)

UL-VWFM DfEHT. 55 35 [E H ARtz ik
2 RS, 2013.5.30-6. 1. L
FEEREA T L

Ribfe+, IAMHEl, EEHM . &
JICHERI, BBATEH1E, ARATEL. VWF <L
I~ —RATIZ & B B 2R HE AR I AR I
W REfERE IZ 33 V) B AR T A T IR R
DIRREMBA DA, 5 35 [E B A MR
1B 2 FEA R 4. 2013. 5. 30-6. 1.
(L ERS AR T L

AR, BJIER, mlkE, m
FEFLE], AUTRESE, mALE, Al
EFl. ZMTE, R+, A%
A, @IE, AR, EAEA
EENCBT A= ) — LVEREOD
M4 ADAMTS13 JEMEDENRE & VWEM /3
& —>. 35 B H AR MR IE i F R 5

4. 2013.5.30-6. 1. [LTEEES
TV

MHMES, EHE3EMY, fiHEMR, '
BINER, KiEHmE, THER, &
N, BEE . NS, B
IEf, RARKER], A EE KRE
S ERRFEM BRI T S i
MR BB OREFROHERS L 5% D
FRRE. 5557 [B] A ARHE M - MATEE S
STEXXTRESFHBEBES.
2013.11.16. HERRIFASE
BEAT S E. RSV M M R B
BERE (aHUS). 25 75 [EHARMIEFS
FiveEs (BE#E) . 2013.10. 11,
FLIG

Doi T, Ohga S, Ito N, Ishimura M,
N, A, Takada H,

Matsumoto M, Fujimura Y, Hara T.

Suga Nomura

Outcome of renal prophylaxis in



16)

17)

18)

long—term regular plasmatherapy
for heritable ADAMTS13 deficiency.
The 75%
Japanese Society of Hematology.
2013.10. 11-13.

Sapporo, Sapporo
Culture Hall.

LEEE, EEERE, IEsHE, &
HEEEF, BEA S, MR, B
Z. Yk TR 2 IR L7z
TTP & FfamlE IR FBEAFIC LD
FEHTY HUS D 5 JER|DRRFES. The 75%

Annual Meeting of the

Royton

Education and

Annual Meeting of the Japanese
Society of Hematology.
2013.10. 11-13. & 4 b~ > AL - #Li%
B L& EE.

Wada H, Matsumoto T, Ohishi K,
Katayama N, Miyata T, Fujimura Y.
Atypical hemolytic uremic syndrome
at Mie
University. The 75% Annual Meeting
of  the of
Hematology. 2013.10.11-13. Royton

Education

in patients treated

Japanese Society

Sapporo, Sapporo and
Culture Hall.

Senoo N, S, Ito T,
Sekiguchi N, Sakai H, Matsumoto M,

Nishina

Fujimura Y, Maeda T, Miyata S,
Ishida F.

thrombocytopenia

Heparin—induced

during
treatments for thrombotic
thrombocytopenic purpura. The 75%

Annual Meeting of the Japanese

Society of Hematology.
2013.10.11-13. Royton
Sapporo, Sapporo  Education and

19)

20)

21)

22)

Culture Hall.
Shimura H, Kodama S, Yoshinaga K,

Matsumoto M, Fujimura Y, Enomoto Y,

Imai Y, Shiseki M, Mori N, Teramura

M, Motoji T. Thrombotic
thrombocytopenic purpura
diagnosed after a twenty—year
history of thrombocytopenia. The
75" Annual Meeting of the Japanese
Society of Hematology.
2013. 10. 11-13. Royton
Sapporo, Sapporo  Education  and
Culture Hall.

Noji H, Isonishi A, Fujimura Y,
Takeishi Y, Shichishima T.

Acquired von Willebrand disease
(vWD) in a patient with paroxysmal
nocturnal hemoglobinuria (PNH).
The 75" Annual Meeting of the

Japanese Society of Hematology.

2013.10.11-13. Royton Sapporo,
Sapporo Education and Culture
Hall.

Hayakawa M, Matsumoto M, Fujimura

Y. Unusually large VWF multimers
appearing in patient plasmas of

HSCT predispose TMA:Management

with plasma ADAMTS13 and
recombinant soluble
thrombomodulin. 57. Jahrestagung
der Gesellschaft fir Thrombose-
und  Hamostaseforschung (GTH)
Munich, Germany. 2013.2.20

Fujimoto M, Uemura M, Takaya H,

Matsuyama T, Morioka C, Ishikawa M,

Kawaratani H, Isonishi A, Hayakawa



23)

24)

25)

M, Matsumoto M, Fujimura Y, Fukui
H. Decreased ADAMTS13 activity

associated with endotoxemia may
contribute to the development of
with

57. Jahrestagung der
Gesellschaft fur Thrombose

patients advanced liver
cirrhosis.
-und
Hamostaseforschung (GTH) Munich,
Germany. 2013. 2. 20

Takaya H, Uemuré M, Fujimoto M,
Mitoro A, Sawai M, Yoshida M, Yamao
Js G, H,
Hayakawa M, Matsumoto M, Fujimura
Y, Fukui H.
hyperaggregability to
decreased ADAMTS13 activity and

enhanced endotoxemia in patients

Morioka Kawaratani

Evidence of platelet

related

with acute biliary tract infection.

57. Jahrestagung der Gesellschaft

fur Thrombose —und
Hamostaseforschung (GTH) Munich,
Germany. 2013.2.20

Fujimura Y. ADAMTS13: Biology and
23rd
Annual Hemophilia Research Study
Update 2013. 3. 7-3. 10.
Dublin, Ireland.

Matsumoto M,

Upshaw—Schulman Syndrome .

Meeting.

Isonishi A, Kajiwara

M, Ogawa Y, Yamamoto Y, Fujimura VY.

Successful management for
pregnancy 1in 3 patients with
Upshaw-Schulman syndrome. XXIV
Congress of the International
Society on Thrombosis and

Haemostasis. 2013.6.29, Amsterdam
Netherland

63

26)

27)

28)

29)

Uemura M, Fujimoto M, Hayakawa M,
Takaya H,
Morioka C, Matsumoto M, Fujimura Y,
Fukui H. Decreased plasma ADAMTS13

Matsuyama T, Kato S,

activity during moderate to much
consumption of ethanol in healthy
between

volunteers: Differences

and heterozygous mutant
aldehyde dehydogenase—2 Alleles.

XXIV Congress of the International

normal

and
2013.7.1 Amsterdam,

Society on Thrombosis
Haemostasis.
Netherland

Kokame K, Takafuta T,
Tanaka R, Kobayashi H, Ishida F,
Hisanaga S, Matsumoto M, Fujimura
Y.
assay demonstrated exon deletions
of  ADAMTS13

with Upshaw Schulman.

Eura Y,

Mivata T. Quantitative PCR

in two unrelated
patients

XXIV Congress of the International

Society on Thrombosis and
Haemostasis. 2013.7.1 Amsterdam,
Netherland

Yagi H, Kato S, Konno M, Tanaka R,
Hasegawa Y, Kanai R, Yamaguchi S,

Isonishi A, Matsumoto M, Fujimura

Y. Kinetics and half-1ife of plasma
ADAMTS13 after plasma infusion in
four patients with Upshaw—Schulman
XXIV Congress of the

International

Syndrome.
Society on

Thrombosis and Haemostasis.

2013.7.1 Amsterdam Netherland
Takaya H, Uemura M, Fujimoto M,

Ishii S, Morioka C, Kawaratani H,



30)

31)

32)

Hayakawa M, Matsumoto M, Fujimura

Y, Fukui H. Decreased ADAMTS13
activity and its clinical
significance in patients with

idiopathic portal hypertension.

XXIV Congress of the International

Society on Thrombosis and
Haemostasis. 2013.7.2 Amsterdam
Netherland

Sorvillo N, Kaijen P, Matsumoto M,
Fujimura Y, Fabian V, Zwaan C,
Fijnheer R, Voorberg J, Meijer
A. Identification of glycosylation
sites in plasma derived ADAMTS13
employing tandem mass
spectrometry . XXIV Congress of the
Society

International on

Thrombosis and Haemostasis.
2013. 7.4 Amsterdam Netherland

Teleghani M M, Fujimura Y, George
J, Hrachovinova I, Liammle B, Knoebl
P, Paulsen P Q, Schneppenheim R,

Hovinga J. International registry

for patients with hereditary
thrombotic thrombocytopenic
purpura (TTP)-  Upshaw  Schulman
syndrome. XXIV Congress of the
International Society on
Thrombosis and Haemostasis.

2013.7.4 Amsterdam Netherland

Fujimura Y, Yoshii Y, Matsumoto M,
Isonishi A, Hayakawa M, Yoshida Y,
Yagi H, Kokame K, Miyvata T. A
long—term phenotype analysis of 51
—-Schulman

patients with Upshaw

Syndrome in Japan, with special

64

33)

34)

35)

36)

references to pregnancy and renal
failure that requires hemodialysis.
The 55" Annual Meeting of American
Society of Hematology. New Orleans
(USA), 2013.12.7

Hayakawa M, Matsumoto M, Yoshii Y,

Yagi H, Kimura H, Fujimura Y.
HSCT-associated hepatic VOD is
initiated with preceding

appearance of unusually large von
Willebrand factor multimers in
The 55" Annual

Meeting of American Society of

patient plasmas.

Hematology. New Orleans (USA),
2013.12.9
Yoshida Y, Xinping F, Ohyama Y,

Kokubo T, Matsumoto M, VYagi H,
Shirotani-Ikejima H, Miyata T,

Fujimura Y.
syndrome

Atypical hemolytic

uremic in Japan

characterized by the inhibitory
antibody-based hemolytic assay and
the gene analysis. The 55 Annual
Meeting of American Society of
Hematology. New Orleans (USA),
2013.12.8

TR : HEEEEER AT
U7z &b DIC iD= T
VA, DIC #F<, % 7 [E] B A MmAR [k i
FRFMFEELZEREE T RV L,
201341 H 12 B, RERKERSEE
FOEZEE DIC, ERfiL R RY 7 A T
BN DERIRE - IR TERE] .
55 21 [A] B ALE R R IE S b kE
HiF<, 2013486 A 156 A, kR, U
P )AL SEDLE



37

38)

39)

40)

41)

42)

43)

FIHZER : 2013 FITARSNDH L
VN ISTH @ DIC B A & 2 A 5 35
[B] B A AR (E Ml 2 P4, 2013
FeH1H, WE, WEEERT
Wada H: Guidance for diagnosis and
treatment of DIC, 59" SSC meeting,
Amsterdam, June 29-30, 2013
/NEBYETT: ADAMTS13 D HEMEE & B
FLA. 85 7 18] A AR 1k f 54 SSC
VURYT A, B, 201341 A 12
H

/J"%.(mm KWL IER, PHEE@&’T?
ADAMTS13 DIEF2m3iiy 7 a7

4V BIED Tl AR
ﬁm%@%é 85 35 [B] B A Mg 1k i
REFES, WE, 201345 A 30
H—6H 1H
WESER, BEHME1T, MIARLKZ, H
%@%,wémm,amﬁﬁrfu
FA S B (PSKI9E) ZHE v
J AT ADRINLEfRIT. 55 35 [H
A AR M kMR FES, Wi,
201345 H30H-6 A 1 H
NREE], FRIHEAN, fAlE—RR, 28

mEEE, HTIER, WEEE, BPIE,

EHBE, BT, EHBIT, &
ATERI, BERTEE, AR IR

EEBICRE SN R OELTE
H % £ 9 Upshaw-Schulman JiE {2 F
(USs) o—4fl. % 35 [Al H A Mk
FRFNESR, B, 201345 A
30 H-6 H1H
THBER, RIFEA, THAEE,
FRREZ, BRHEMAF, kI M, 7
RAEYR, WeAkfm, REFSE], UIE
s, /J\%%:’Fﬁ, HHEET, 2K

65

44)

45)

46)

47)

T v U AEMLGEEEFLICE
iF 5 ADAMTS13 DD R EER. 535

[|] B A e 1k i S E S, 1L,
201345 A30H-6H 1 H
Koichi Kokame: Quantitative

PCR-based analysis of ADAMTS13
genetic defects. The 59th Annual
Scientific and Standardization
Committee Meeting, Amsterdam, The
Netherlands, June 29-30, 2013.

Fumiaki Kita,

Banno, Toshiyuki

Yuko Tashima,

Toshivyuki
venous

Hiroji Yanamoto,

Koichi

Miyata:
thromboembolism in mice with the

Kokame, and

Exacerbated

protein S Tokushima mutation. XXIV

Congress of the International
Society on Thrombosis and
Haemostasis, Amsterdam, The
Netherlands, June 29-July 4, 2013.

MO (L) B 8T BAE
HERI, BEANEE, =EHEEIT: Dtk
M/ RIS SR BE P B 38 D ADAMTS13
BLEFICRELTOWEEEDORER
47 2 DNA & FVTZEE PCR O
% %mﬁaxﬁﬁfm%7~ﬁi

Z2IfES, B, 201348 A 16-17
H
MO (L) B BT, BAK
R, BAEE, EHEBIT: BHAI

BT A SR ME ADAMTS13 KRIBSE D E/s
FfENT. 2 86 [l AALFEESKRE,
ik, 201349 H 11-13 H

. HEIREEME D HIRE - BERIRTL

L



R1 FHBTMARE1251BIDADANTSIZE 201 » b E S —EE
(REEX#HIMA1998. 7-2013.12)

SERIETHA ~ as
(“:129) BRETMA (n=1122) &5t
Upshaw- HUS Fraett M x *
Schulman (a ™ {(n=507) (n=42) BEA Bt SO88R EE  Ste o
EgE (=280) ES  BE =2 Ecoli (=70)| n=1251
(n=52) TP HIS  TG/CL W Zoit (=18)  (=82) (n=42)
(=383 (=120 (2D (=12) (=3)
ADAMTS13
EE O
<3 48 0 289 0 23 0 3 64 8 0 7 0 24 467
3795 2 5 70 24 2 2 0 78 25 24 5 7 20 264
25750 1] 19 21 60 1 & 0 84 28 38 5 22 12 296
>50 0 53 3 40 1 4 0 54 17 20 4 13 14 223
AoEESR—

(BegjleiS)da (ne51)  (n=62) | (n=335) (n=54)  (0=26) (n=0) (n=3)  (n=223)  (n=37) (n=33)  (n=11) (n=27) (n=43)| (n=014)
m

w5 51 50 36 51 2 8 0 100 20 28 4 0 15 389

0.5 0 12 146 3 8 i 3 87 12 5 3 3 13 294

3o 0 0 153 0 B0 0 36 5 0 4 24 15 231
* TIPEHISOEBRIIIBR 7 — R1C £ 5.

X % T (Foaroy) ( IO FITLIL). WE (R4 F21 200 | DR PEG-IFN, 147 J 35

&2 FHEMICOBEEZT 4RO RO

Mother Baby
at just before delivery at postpartum
Remarks
Platelet ADAMTS13 ADAMTSI13

Age |Gestation|counts ADAMTS13 inhibitor ADAMTS13| inhibitor

Pregnancy|(vears)| (weeks) | (10%/) lactivity (%) (BU/mil) | Gender |weight| activity (%) | (BU/ml)
Ischemic
change in

G-3 2nd 179 34 1446 55| <0

V8D: Ventricular septal defect

Shaded areas indicate the patients who took Aspirin during pregnancy. These 2 patients gave birth to
mature baby.
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