12.

13.

14.

15.

16.

17.

diagnostic criteria for
disseminated intravascular
coagulation. Thromb  Haemost.

2011; 105: 40-44

Jinda S, Nakatani K, Nishioka J,
Yasuda K, Soya Y, Hayashi A, Wada
H, Nobori T.:  Personalized
treatment in _ the eradication
therapy for Helicobacter‘pylori.
Int J Mol Med. 2011; 27: 255-261
Ito-Habe N, Wada H, Matsumoto T,
Ohishi K, Toyoda H, Ishikawa E,
Nomura S, Komada Y, Ito M, Nobori
T, Katayama N. Elevated Von
Willebrand factor propeptide for

the diagnosis of thrombotic
microangiopathy and for
predicting a poor outcome. Int J

Hematol. 2011; 93: 47-52
Kanemitsu S, Shimono T, Nakamura A,
Yamamoto K, Wada H, Shimpo H:
Molecular diagnosis of
nonaneurysmal infectious aortitis.
J Vasc Surg. 2011; 53: 4724
Mizuno S, Wada H, Hamada T, Nobuoka

Y, Tabata M, Nobori T, Isaji S.:
Lethal hepatic infarction
following plasma

exchange in living donor liver
transplant patients. Transpl Int.

2011; 24:e57-8

Kawasugi K, Wada H, Hatada T,
Okamoto K, Uchiyama T, Kushimoto S,
Seki Y, Okamura T, Nobori T;
Japanese Society of Thrombosis
Hemostasis/DIC subcommittee.
Prospective evaluation of

hemostatic abnormalities in overt
DIC due to various underlying
diseases. Thromb Res. 2011;
128:186-90

Ota S, Yamada N, Ogihara Y, Tsuji
A, Ishikura K, Nakamura M, Wada H,
ItoM: HighPlasma Level of Factor
VIII. Circ J. 2011; 75(6):

1472-1475

84

18.

19.

20.

21.

22.

23.

Nakamura A, Abe K, Masuya M, Imai
S, Ohishi K, Mori Y, Kojima T, Wada
H, Katayama N, Nobori T:
Efficiency of diversion
of the first aliquot of blood and
prestorage leukoreduction for
preventing bacterial
contamination in red blood cell

concentrates assessed using a
rapid polymerase chain
reaction—based

bacterial detection system.

Transfus Med. 2011; 21 (6) : 365-70.
Yoshida K, Wada H, Hasegawa
M, Wakabayashi H, Ando H, Oshima
S, Matsumoto T, Shimokariya Y, Noma
K, Yamada N, Uchida A, Nobori T,
Sudo A: Monitoring for anti—Xa
activity for prophylactic
administration of fondaparinux in
patients with artificial joint
replacement. Int J Hematol. 2011;
94(4) : 355-360

Shindo A, Ikejiri M, Ii Y, Nakatani

K, Wada H, Nobori T, Tomimoto
H. A novel protein S gene
mutation combined with

protein S Tokushima mutation in a
patient with superior sagittal
sinus thrombosis. J
Neurol. 2012; 259(1): 178-9

Sakata K, Matsumoto T, Wada H;
Kumamoto T, Iwamoto S, Ohishi K,
Takahashi J, Katayama N, Komada

Y::A case of 3-year—old
male with severe
haemophilia A on prophylaxis
identified with a chronic
subdural haematoma two years

after the first episode of acute
subdural bleeding. Hemophilia,
2012;18(1) :el-2

Kanemitsu S, Shimono T, Yamamoto K,
Shimpo H, Nakamura A, Wada H: Reply,
J Vasc Surg. 2012; (in press)
Habe K, Wada H, Ito—Habe N, Hatada



24.

25,

26.

27.

28.

T, Matsumoto T, Ohishi K, Maruyama

K, Imai H, Mizutani H, Nobori
T : Plasma ADAMTS13, von
Willebrand Factor (VWF) and
VWF  Propeptide Profiles in
Patients with DIC and
Related Diseases.

Thromb Res. 2012 (in press)

Hatada T, Wada H, Kawasugi K,
Okamoto K, Uchiyama T, Kushimoto S,
Seki Y, Okamura T, Imai H, Kaneko
T, Nobori T.: Analysis of
the Cutoff Values in
Fibrin—Related Markers for the

Diagnosis of Overt DIC. Clin
Appl Thromb Hemost. 2012
(in press)

Yoshida K, Wada H, Hasegawa M,
Wakabayashi H, Matsumoto T,
Shimokariya Y, Noma K, Yamada N,

Uchida A, Nobori T, Sudo A.:
Increased fibrinolysis
increases bleeding in
orthopedic patients receiving
prophylactic fondaparinux. Int J
Hematol. 2012 (in
press)

Tkejiri M, Shindo A, Ii Y,

TomimotoH, Yamada N, Matsumoto T,
Abe YNakatani K, Nobori T, Wada H. :
Frequent association of
thrombophilia incerebral venous
sinus thrombosis. Int J Hematol (in
press)

Yuji Shono, Chiaki Yokota, Yuji
Kuge, Shinsuke Kido, Akina Harada,
Koichi Kokame, Hiroyasu Inoue,
Mariko Hotta, Kenji Hirata, Hideo
Saji, Nagara Tamaki, and Kazuo
Minematsu: Gene expression
associated with an enriched
environment after transient focal

ischemia. Brain Res 2011;1376,
60-65

Megumi Hatori, Tsuyoshi Hirota,
Michiko Titsuka, Nobuhiro

85

29.

30.

31.

32.

33.

Kurabayashi, = Shogo Haraguchi,
Koichi Kokame, Ryuichiro Sato,
Akira Nakai, Toshiyuki Miyata,

Kazuyoshi Tsutsui, and Yoshitaka
Fukada: Light-dependent and
circadian clock-regulated
activation of SREBP, XBPl and HSF
pathways in the pineal gland. Proc

Natl Acad Sci USA 2011;108,
4864-4869

Kenji Hirata, Yuji Kuge, Chiaki
Yokota, Akina Harada, Koichi

Kokame, Hiroyasu Inoue, Hidekazu
Kawashima, Hiroko Hanzawa, Yuji
Shono, Hideo Saji, Kazuo Minematsu,
and Nagara Tamaki: Gene and
protein analysis of brain derived
neurotrophic factor expression in
relation to neurological recovery
induced by an enriched environment
in a rat stroke model. Neurosci
Lett 2011;495, 210-215

Koichi Kokame, Toshiyuki Sakata.
Yoshihiro Kokubo, and Toshiyuki
Miyata: von Willebrand
factor-to—ADAMTS13 ratio
increases with age in a Japanese

population. J Thromb. Haemost
2011;9, 1426-1428

Toshihiro Marutani, Tomoji Maeda,
Chiaki, Tanabe, Kun Zou, Wataru
Araki, Koichi Kokame, Makoto
Michikawa, and Hiroto Komano:
ER-stress—inducible Herp,
facilitates the degradation of
immature nicastrin. Biochim

Biophys Acta 2011;1810, 790-798
Hitomi Yamamoto, Koichi Kokame,
Tomohiko Okuda, Yukako Naka jo,
Hiroji Yanamoto, and Toshiyuki
Miyata: NDRG4 protein-deficient
mice exhibit spatial learning
deficits and vulnerabilities to
cerebral ischemia. J Biol Chem
2011;286, 26158-261656

Koichi Kokame, Yoshihiro Kokubo,




34.

35.

36.

3
1.

and Toshiyuki Miyata:

Polymorphisms and mutations of
ADAMTS13 in Japanese population
and estimation of the number of
patients with Upshaw-Schulman
syndrome. J Thromb Haemost 2011;9,

1654-1656

Toshiaki Takeichi, Mika
Takarada—Iemata, Koji Hashida,

Hirofumi Sudo, Tomohiko Okuda,

Koichi  Kokame, Taku Hatano,

Masashi Takanashi, Sayaka Funabe,

Nobutaka Hattori, Osamu Kitamura,

Yasuko Kitao, and Osamu Hori: The
effect of Ndrg2 expression on
astroglial activation. Neurochem
Int 2011;59, 21-27

Reiko Neki, Tomio Fujita, Koichi
Kokame, Isao Nakanishi, Masako
Waguri, Yuzo Imayoshi, Noriyuki
Suehara, Tomoaki  Ikeda, and
Toshiyuki Miyata: Genetic
analysis of patients with deep
vein thrombosis during pregnancy
and postpartum. Int J Hematol
2011;94, 150-155

Masayuki Fujioka, Takafumi Nakano,
Kazuhide Hayakawa, Keiichi Irie,

Yoshiharu Akitake, Yuya Sakamoto,

Kenichi Mishima, Carl Muroi,

Yasuhiro Yonekawa, Fumiaki Banno,

Koichi Kokame, Toshiyuki Miyata,

Kenji Nishio, Kazuo Okuchi,
Katsunori Iwasaki, Michihiro
Fujiwara, and Bo K. Siesjo:

ADAMTS13 gene deletion enhances
plasma high-mobility group boxl
elevation and neuroinflammation
in brain ischemia-reperfusion
injury. Neurol Sci, In press

NAFEE, B EE., MfECEY
5HQ&A : BIfRIMARE O IR REZITIZIS
T A ADAMTSISHIEE D BT AT

86

L 9a, It fEEL9, 73-75,
2011

 BEREE. AARHERL \ARFEF. B

i PR R FREE R AR L/ MRS
OYESEBER,. A ARNFIFERHES, 5,
1296-1307, 2011

. BERTEE, KRB H, alEERE. W

OB, FJIER, AR, fE
B, RN ETEEE (TMA)
LR — 0BT LIEE—. BR
PENR ANF} - AR R MR FHERE . 20,
83-92, 2011

KRB, B EE, MO -

i & ADAMTS13-VWF 25 A, ML
EZ. 12, 21-29, 2011

. AAFERI, BERTSTE. ADAMTS13. 2

FRMIfnaE s, 10, 74-77, 2011

BN EE ket fn/RBD MESREE

. iR — R R — (kI
X #). 151-158, 2011

. BEMEE, SR, AlEEE, B

B BJIER, \AFH, A
HI, mietmr L EREE (TMA)
DLW & IRREE, g7 v T 1
7, 21, 43-59, 2011

/BT BHA ANDADAMTSI3. H

A A 1k M ¥ & & 22,
368-373 , 2011

. EB®BT, 8T, KILES,

PREFSRER, flokEE, REH—:
ADAMTS13HFZE D B e, R ER MR,
IRl

2. FRREK

BERTEE. (LRI WA) VIF B



FIRL TR SN TTP B2 & iR
BEEOT T A, & 59 EAK
i - MRATR R ES (201144 A 14
H, ®x)

Seiji Kato, Masanori Matsumoto,
Yoshihiro Fujimura. A 10 min—assay
for ADAMTS13 activity with an
automated biochemistry analyzer.
57" Annual

Scientific

meeting of the
and Standardization
Committee. Kyoto, July 23, 2011
Masanori
Hideo

Yagi, Koichi Kokame, Kenji Soejima,

Yoshihiro  Fujimura,

Matsumoto, Ayami Isonishi,

Mitsuru Murata, Toshiyuki Miyata,
(Sate—of-the~Art Lecture) Natural
history of Upshaw—Schulman
syndrome based on ADAMTS13 gene
analysis in Japan, XXIII Congress
of the International Society on
Thrombosis and Haemostasis, Kyoto,
July 28, 2011

Hiroaki Takaya, Masahito Uemura,
Masao Fujimoto, Tomomi Matsuyama,

Chie Morioka, Masatoshi Ishikawa,

Tatsuhiro Tsujimoto, Hideto
Kawaratani, Shinya  Takeyama,
Masanori Matsumoto, Yoshihiro
Fujimura, Hiroshi Fukui,

Determination of ADAMTS13 and its
clinical significance related to
endotoxemia in patients with
hepatic failure, XXIII Congress of
the International Society on
Thrombosis and Haemostasis, Kyoto,

July 25, 2011

87

5.

6.

7.

Hideo Naoko

Yasuaki Shida, Masanori Matsumoto,

Yagi, Yamaguchi,

Mitsuhiko Sugimoto, Kazuo Tsubaki,

Yoshihiro Fujimura, Cilostazol

down-regulates the height of mural
platelet thrombi formed under a
high share rate flow in the absence
of  ADAMTS13 activity, XXIII
of the International

Society on

Congress
Thrombosis  and
Haemostasis, Kyoto, July 25, 2011
Yuji Hori,

Ayami Isonishi, Kenji

Soejima, Masanori Matsumoto,

Midori Shima, Yoshihiro Fujimura,

Isoelectric focusing analysis

with a large—pore
agarose—acrylamide composite gel
identified two forms of ADAMTS13,

unbound and bound to  von

willebrand factor, in plasma
milieu, XXIII Congress of the
International Society on

Thrombosis and Haemostasis, Kyoto,
July 25, 2011

Chie Morioka, Masahito Uemura,

Hiroaki Takaya, Masayoshi Sawai,

Motoyuki Yoshida, Akira Mitoto,

Jyunichi Yamao, Masanori

Matsumoto, Yoshihiro Fujimura,

Hiroshi Fukui, Potential role of
ADAMTS13 associated with post ERCP
XXIII Congress of

the International

pancreatitis,
Society on
Thrombosis and Haemostasis, Kyoto,
July 25, 2011

Masahito

Uemura, Yoshihiro



10.

Fujimura, Masanori Matsumoto,
Hiromichi Ishibashi, Tomomi

Matsuyama, Seiji Kato, Yuji Hori,
Chie

Masao

Morioka, Hiroaki Takaya,

Fujimoto, Tatsuhiro
Hideo  Kawaratani,
Fukui, The  ADAMTS13

activity reflects the cumulative

Tsujimoto,

Hiroshi

survaival of patients with liver
XXIII Congress of the

International

cirrhosis,
Society on
Thrombosis and Haemostasis, Kyoto,
July 25, 2011

Tsunenari Soeda, Hiroyuki Kawata,
Somekawa,

Ji-Hee Sung, Satoshi

Masanori Matsumoto, Yoshihiro
Fujimura, Shiro Uemura, Yoshihiko
CD39
lesion contributes to the vascular
of

of

Saito, in atherosclerotic

effects stain,

the

pleiotropic
XXIII

International

Congress
Society on
Thrombosis and Haemostasis, Kyoto,
July 25, 2011

Hidetada Fukushima, Kenji Nishio,
Okuchi,

Matsumoto,

Kazuo Ayami Isonishi,

Masanori Yoshihiro
Fujimura, Keisuke Takano, Hideki
Asai, Tomoo Watanabe, Shingo Ito,

Tadehiko Seki, Yasuyuki Urizono,

Michiaki Hata, Masaaki  Doi,
Yasuaki Shida, Hideto Matsui,
Mitsuhiko Sugimoto, Transitions

of plasma vWF propeptide, vWF and
ADMTS13 in patients with septic

DIC, XXIII Congress of the

88

11.

12.

13.

International Society on
Thrombosis and Haemostasis, Kyoto,
July 25, 2011

Noriko Koyama, Masanori Matsumoto,
Shinji Tamaki, Masanori Yoshikawa,
Hiroshi

Yoshihiro Fujimura,

Kimura, Dynamic changes in von

Willebrand

reflect

multimers
of
XXIII

International

factor
the severity
sleep apnea,

of the

obstructive
Congress
and

Society Thrombosis

Haemostasis, Kyoto, July 27, 2011

on

Ayami Isonishi, BarbaraPlaimauer,

Friedrich Scheiflinger, Kenji
Nishio, Mitsuhiro Uchiba, Yuji
Yonemura, Masanori Matsumoto,

Yoshihiro Fujimura, Anti—-ADAMTS13

inhibitor boosting with plasma

exchange in acquired TTP:
characterization of inhibitors
and efficient treatment with

Rituximab, XXIII Congress of the

International Society on
Thrombosis and Haemostasis, Kyoto,

July 27, 2011

Masaki Hayakawa, Masanori
Matsumoto, Yoko Yoshida, Ayami
Isonishi, Seiji Kato, Yoshihiro
Fujimura, Estimated patient

number of congenital atypical HUS
within a TMA patient registry

across Japan: A registry of Nara

Medical University, XXIII
Congress of the International
Society on Thrombosis and



14.

15.

16.

17.

Haemostasis, Kyoto, July 27, 2011
Masanori Matsumoto, Kayo Yamada,
Keiko Nakayama, Ayami Isonishi,
Masaki

Keisei Kawa, Yoshihiro Fujimura,

Hayakawa, Masami Inoue,

Size of vWF multimers, modulated

by  therapeutic regimens in
hematopoietic stem cell
transprantation, determine an

adverse reaction to bleeding or
thrombotic microangiopathy, XXIII
of the

on

Congress International

Thrombosis and

Haemostasis, Kyoto, July 27, 2011

Society

Taei Matsui, Yukio Suzuki, Fumio

Matsushita, Jiharu Hamako, Izumi
Furuta, Youhei Nashimoto,
Masanori Matsumoto, Yoshihiko
Sakurai, Yoshihiro Fujimura, cDNA
cloning and expression of
botrocetin—-like protein, XXIII
Congress of the International
Society  on  Thrombosis and

Haemostasis, Kyoto, July 27, 2011

Hiroyuki Kawata, Yasuhiro
Takemoto, Soeda Tsunenari, Ji-Hee
Sung, Masanori Matsumoto,

Yasuhiko
CD39

prevents

Yoshihiro
Tabata,

Fujimura,
Yoshihiko

gene—eluting

Saito,
stent
subacute in-stent thrombosis in
injured artery, XXIII Congress of
the International Society on
Thrombosis and Haemostasis, Kyoto
July 27, 2011

Yoshihiro

Fujimura, Masanori

>

89

18.

19.

20.

Matsumoto, Ayami Isonishi, Hideo
Yagi, Koichi Kokame, Kenji Soejima,
Mitsuru Murata, Toshiyuki Miyata,

of

Upshaw—Schulman syndrome based on

Natural history
ADAMTS13 gene analysis in Japan,
The 73" Annual Meeting of the
Japanese Society of Hematology,
Nagoya, October 16, 2011

Masanori Matsumoto, Charles
Bennett, Ayami Isonishi, Zaina
Qureshi, Yuji  Hori, Masaki

Hayakawa, Yoko Yoshida, Hideo Yagi,

Yoshihiro  Fujimura, Acquired
idiopathic thrombotic
thrombocytopenic purpura in a

The 73"

Annual Meeting of the Japanese

population from Japan,

Society of Hematology,
October 16, 2011

Nagovya,

Ayami Isonishi, BarbaraPlaimauer,

Friedrich Scheiflinger, Kenji
Nishio, Mitsuhiro Uchiba, Yuji
Yonemura, Masanori Matsumoto,

Yoshihiro Fujimura, Anti—ADAMTS13

inhibitor boosting with plasma
exchange in acquired TTP, The 73"
Annual Meeting of the Japanese
Society of Hematology,
October 16, 2011

Yukako Kawasaki,

Nagovya,

Hidemi Toyoda,
Ootuki,
Tadashi
Eiichi

Naomi Habe,

Shouichiro Shoutaro

Iwamoto, Iwasa, Hiroki
Yoshihiro
Hideo Wada,

Tomohiro

Hori, Azuma,
Komada,

Yoshihiro Fujimura,




21.

22.

23.

Shigeaki
Nonoyama, A novel Wiskott—-Aldrich

Morio, Kousuke Imai,

syndrome (WAS) protein complex
mutation in an infant with TTP, The

73" Annual Meeting of the Japanese

Society of Hematology, Nagoya,
October 15, 2011

Tomohiro Kajiguchi, Yutaka
Kamiura, Toshihiro Sakakibara,

Ryuichi Hasegawa, Ayami Isonishi,

Masaki Hayakawa, Masanori

Matsumoto, Yoshihiro Fujimura,
Toshihito Ohno,

with

Rituximab in a

patient daily plasma

exchange-refractory thrombotic
thrombocytopenic purpura, The 73"

Annual Meeting of the Japanese

Society of Hematology, Nagoya,
October 15, 2011

Masanori Matsumoto, Ayami
Isonishi, Yuji Hori, Masaki
Hayakawa, Kenji Soe jima,

Yoshihiro Fujimura, A large—pore

gel electrophoresis separates the
complex in both of ADAMTS13 bound
to  VWF the 1IgG
autoantibodies from the unbound in
The 54" American

and to

plasma milieu,

Society of Hematology annual
meeting and exposition, San Diego,
December 8, 2011

Atsuko Igari,

Takanori Moriki,

Ymaguchi, Terumichi
Hideo Wada,

Yoshihiro

Yusuke
Nakagawa, Masanori

Matsumoto, Fujimura,

Kenji Soejima, Mituru Murata,

24.

25.

26.

27.

90

Quantitative analysis of the
domain-specific autoantibodies to
ADAMTS13 in patients with acquired
thrombotic thrombocytopenia
purpure, The 54" American Society
of Hematology annual meeting and
exposition, San Diego, December 8,
2011

Kenji Nishio, Hidetada Fukushima,
Tadahiko Seki,

Hideto Matsui, Mitsuhiko Sugimoto,

Tomoro Watanabe,

Masanori Matsumoto, Yoshihiro
Fujimura, Kazuo Okuchi, The ratio
of ADAMTS13 to VWF-Propeptide can
reflect the disease severity and
the extent of inflammation of the
patients with severe sepsis or
septic shock, The 54" American
Society of Hematology annual
meeting and exposition, San Diego,
December 10, 2011
FOEZER : mie - LM BEEDZREE
v E—DFRENTOWT, F21E AR
R AEFMESEF RS, 201146
H10-11R, &F7 A —7F
FoHZEE  BEMEAIFT R, Reversed
Clinicopathological Conference
(RCPC), #58[H H ARRRMEE F=
FANES. 20114811 A 17-20H , il
ar Ry va kg —
FMHEFER : MEFHATR.
Clinicopathological Conference
(CPC), #58[H A ARAREEFR
FiES . 2011411 H17-20H, L
=N AP A



28.

29.

30.

31.

32.

Wada H, Nishioka J, Sakamoto Y,
Shimokariya Y, Noma K, Abe Y,
Nakatani K, Wada H, Hayashi T,
Suzuki K, Nobori T: Change of
behavior in C4B binding protein
and protein S in the patient with
inflammatory disease, XXIIIth
ISTH  Congress, July 25, 2011 in
Kyoto, Japan

Igari A, Moriki T, Yamaguchi Y,
Nakagawa T, Wada H, Matsumoto M,
Fujimura Y, Soejima K, Murata M:
of the
specific autoantibodies

to ADAMTS13 in

Quantitative analysis
domain-—

patients with

acquired thrombotic
thrombocytopenic  purpura, The
53th Annual Meeting of The

American Society of Hematology,

San Diego, December 10-13, 2011
Fujieda A, Nakamura A, Ohishi K,
Minma F, Masuya M, Nakase K,
Matsushima Y, Wada H, Nobori T,
Katayama N: PCR énalysis of
bacteria and fungi in early
phase of hematopoietic stem cell

transplantation. The 53th Annual
Meeting of The American Society
of Hematology, San Diego, December
10-13, 2011

Koichi Kokame: Findings
ADAMTS13 activity assay.

of the
on

from
XXIII
International
Thrombosis and
Haemostasis, Kyoto, July, 2011.
Koichi Kokame, Yoshihiro Kokubo,
and Toshiyuki Miyata: Estimation
of the number of individuals with

Congress
Society

91

33.

34.

35.

36.

37.

a congenital ADAMTS13 deficiency

in Japan. XXIII Congress of the
International Society on
Thrombosis and Haemostasis, Kyoto,
July, 2011.

Hitomi Yamamoto,
Tomohiko Okuda,
Hiroji Yanamoto, and Toshiyuki
Miyata: NDRG4—-deficient mice
exhibit spatial learning deficits
and vulnerabilities to cerebral
ischemia with the decreased level
of BDNF in the cortex. XXIII
Congress of the International
Society on Thrombosis and
Haemostasis, Kyoto, July, 2011.
Fumiaki Banno, Toshiyuki Kita,
Hiroji Yanamoto, Koichi Kokame,
Koji Iihara, and Toshiyuki Miyata:
Generation of knock-in
carrying a K196E point mutation in
protein S. XXIII Congress of the
International Society
Thrombosis and Haemostasis, Kyoto,
July, 2011.

HA (LAR) OEH, IR, B
HEZ, BPMEEF AL, E
BT NDRG4 KIB~ 7 A%, KM
BE BDNF BOKTE & Hiz, g
FEENDKRT & BET MMz &
DEEROEKREZ/RT. % 9 [Eif
- MEALE R, R, 2011 4 8
A

pilREs, LIERE, REHE—,
BIET, mAKE—, EHBEIT:
P475S & ADAMTS13 O FEfiE 4RIz 0> 37
EAEERE. 6 16 EHARRE S o
T T —EERFMES, B, 2011
8 A

HA (LK) O&H, T, B
HEEZ, FWEETF WAL, &
BT : NDRG4 VKM & # 7> BDNF
BAEFICRDL, BEREEEHOH
FHER & B M AN 2E 12564 2 A
BIEHZRT. 5 84 B RAL(E
SRE, S, 201149 A

Koichi Kokame,
Yukako Nakajo,

mice

on



38.

39.

40.

4].

42,

BLIER, ks, ®EE—, b
BT, mAE—, EHBEAT:
P475S & ADAMTS13 & /X7 B DER 5
MAAREERE. B 84 [H B AL
SRE, HHES, 201149 A

B ERET, DE&ET, KILES, ®
Ht—, KEFSEEA ADAMTS13 #FZED
Ao 5 73.[E B ARMKRFSF0
£, AHE, 2011410 A

Yusuke Satoh, Takafumi Yokota,
Hirokazu Tanaka, Koichi Kokame,
Toshiyuki Miyata, Itaru Matsumura,
Kenji Oritani, and Yuzuru
Kanakura: SATB1 induces early
lymphocyte differentiation from
primitive hematopoietic
progenitors. & 73 [E] @ AIMKF=
HiffES, 4WE, 2011410 A
Yoshihiro  Fujimura, Masanori
Matsumoto, Ayami Isonishi, Koichi
Kokame, Kenji Soejima, Mitsuru
Murata, and Toshiyuki Miyata.
Natural history of
Upshaw—Schulman syndrome based on
ADAMTS13 gene analysis in Japan.
% 73 Bl H RMRFSFINES, 4
=, 20114 10 A

FE O (L) BE - EEEUT - D8E
Hi: A Fa&AFI 7 AEICED
in vivo BE-FE A% FV 7z ERAD £
BFONT. § 34 EBEASFEDFE
LS, Mk, 2011 4F 12 H

. FIRORA EERE D LI - B ECR DL

L

92



/R BAFESE 0> ADAMTS 13 TE M35 8% KAt TTP DfRAT

SHEMTIEE BN S RERSIERKE @M #HiR
Mot AE A Al RRBSIERKE @b AR

MREE

TTP i%. ADAMTSI3 EMEERIZ L VB SN D Z E 0% o feds, RNEMEZERUER &
LT, 5K TP TH % Upshaw-Schulman JEMERE (USS) &, Ig6 RO BEAHIE (B E
=) ICLDHRMETIP 3% 5, /NEHIZEIE ADAMTS13 TE MR K% TTP 1%, USS & @
ERNRELRGER DY, FTTPIFEL LTRACEET A IHOEEZLNLTND D
DD NREIZAE TTP (XRIFEICET STV W ATEEER & B,

45 BB K SRIEASER TMA fi#fr = o 2 — & U CIEEN L, 1998 420> 5 2008 4E & T2 919
Bl TMA DOF —F _X—2EHEE LTz, 2055, ADAMTSIS {EMEERB] (<3%) 25 324
BIFFIE L, 41 23 USS T, 7%V 283 B3 EKME TTP Th o 7o, AEl, FEMEER - %X
P TTP C 15 FLLT O 17 22T Z OEEER VIS DU TR L7z,

17 Flo o b, 14 FUIEMEBEORWERERFREME (ai-) TP T, 3 FlIXBERE G
(CTD-)TTP Tk - 7=, /NEHIZEIER] 13, ADAMTS13 {EME R ai-TTP195 it 14 41 (7. 2%) .
CTD-TTP i 46 it 3 5l (6.5%) T&H o7z, ADAMTS13 FHEMEE R KM TTP 13 H Lg%
BTHY, CTD & OBIERER SN TW5, CID BEICHETIEAE L. ai-TTP LI
FEAE L, %I SLE #3JE LTERI S H 0 | BELRKFBABENLETH L, NEHICHE

TOHHRMETIP TR LT TR BEIRERELEBAONI,

A. WFEDOBK
AR P I SR B M SR B (TTP) X, ADAMTS13

EMERIZL VSN Z ENEL o Tois,

FVEMEZERIER & LT, EXME TP TH D
Upshaw-Schulman fEMEEE (USS) &, Ig6 BD AT
PR (A e EZ ) ICLBHBRMETIP b 5,
/NRIEAFEAE ADAMTS13 1EMESEW - #2 R ME TTP 13,
USS & OERINHEEERGEENRH V. £7- TTP 1
EELTHRALBETDILDOEEZLNTVD
ZEmn, ANEEARE TTP (XAIREICE ST
WRWHETREMENR B B,

25 B R M BRI 3ASER TMA (AR e I i

93

BEENE) Rtz ¥ —& L CIEEIL, 1998 >
5 2008 £ £ TIZ 919 FlD TMA DF — & ~_—2
ZHES L7z (Inter Med 2010), Z D 5 H

ADAMTS13 JEMEZERB (<3%) 2% 324 BIFFIE L.

41 fFI25 USS T, 72V 283 flA3 % KM TTP Th -
7z Al FNEMEERE RME TTP T 16 FELT O
17 FIZ DWW T E O EERBRFEIZ OV TR L7z

(Presse Med, in press),

B. WFFEHiE
S48 0 1998 4E 7 A 0D 2008 45 12 A £ Tlo g
EREMETERE L 919 Flo TMA, D955



ADAMTS13 JEMEDS 3% AT 125 L 7 iER 1L 324
Bl Cholm, RIEMEERFIT 16 FLUTIE 17 41
T, 14 BIBNBRIERERME (ai) TP T, 3 FI
BIESS (CTD) TTP Th o7z, 72¥B. 919 FIT,
ai-TTP 7% 284 #l CZ D 5 © ADAMIS13 TEMEZET
FEfE] 195 15 (68. 7%). CTD-TMA i 221 I TZ @
55 ETEMEZERAFNIT 46 B (20.8%) ThH o7,
(fREE~DERE)
BRI L Cix, EREXV+028H%Z
TV, REZHBT.

C. WrEupk

1 @ BT ADAMTS13 V&M ai-TTP, TIZ
VLB CTD-TTP D4R SR &~ Lz, 16 FLLT
O/NREASFERIL, FNEMEZE R ai-TTP195 ]+
14 ] (7.2%). CID-TTP i 46 i 3 %l (6.5%)
Th ol 17T HIOBRKHBFESIEREOE LD E
F1 & 21TF7T, ai-TTP OKEMNL 8 » A T,
2 FHRWEN 5B HAFE L, FP E 11 F T,
B, &5 B BESEBNTH T, A
Vb X — 3 2F TR LN, L HIDAH 0.5
BU/ml & FEFICIEL . MIEAHITAT DI THEER
Lie (72, 7T FOBRIZY VX< TR EMH
ENEMER->TRY, MADHRLT/NED
TTP 2BV TH U Y X~ T IXERIGEIEL
B BRI T,

# 3R T X HiT, ai-TTP T 15 FLLTFD/h
B L 16 FLLEORRAG & T 5 & BED
AN < | /MRS, ~E S B ERE L,
MmiEr V7 F=rnE, BROFEDREL,
BERMNMEVMEAFRD b, 14 FlF T, 7
Bl M/ MEERIL 23 Th TR Y | BT 2 F R
@ 5 Flef] Tl MRE 3T it T\ D Z &
5. BREIZZI SN TWOARWBIRB R ST,

CTD-TMA 221 ffilH SLE-TMA 1% 92 il L e H %6 < |
ADAMTS13 VEMEZERHFIIZ 24 il (26.1%) ThH-
77o FENEMEZEW CID-TTP @ 9 B, /NEHIFEIX
34 (SLE 2 f5l, MCTD1 f5l) Th o7z, 3HlE b

94

9 BU/ml REOEWNA b B X —T, MIERH
L AT A RNV AEETCEMR L 20T,
ADAMTS13 V&M% R TTP 1X IeG DB T
PP EASH TRET S BCREREBTHY,
CID & DEIEMNER SN TWD, FEEE, ai-TIP
ZIJEWR SLE & iR o THIEFICHTITEEZE T 5
FEFIBTETE LT-, CTD DEICHKIET HHE &
ai-TTP ZRICRET 2HE L E R b, ai-TTP
FE 1) LA IS BBUR O FIE IS DV CRRE 7 iR
BENBVETHD EEZDNI,

D. B

TTP IIPERRADRBLEZ N TEY /)
R CTORERIDRNEZZ LN TE, L
L. S EORETiX ADAMTS13 JEMEEWR ai-TTP
BETIE, 7.2% (195 BIH 14 ) HD 15 F LU
TOREINFEET D ERHLNERoT,
(2 2 FRMEOEFIN 5 BIHFFEL, USS LDl
BINEEE S Bbhiz, £/, b 2 F R
THRIE LTZEFITIX, v vAVABRERSER
A7 8 OSATRYTD B, TIP & RIREIC
ZWr ST,/ MVRE LA 25 TR TV,
FRICHEL LT, BEFIX L FloHTH-T
D3, MFEZEDS 2 BINIC3IE LTz, RN ZEI,
/RIS & 2 FTREME RSB E TE RV, &K
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