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RMRBRO BARR2FEE LTI, £
THEMIE (5~60uL) ZFERMER (KRiE
BE 2.5X10%cell/pul) &{BA &, 37°CT
30 min s & €7z, BfE=z hu—
LT EFE AMEZ 072 FiiE2Ein L (&
FEFE 200 pg/mL) ZEIR T 30 min FUG S H
7=b D%, EREE RERIZERMER & 1BF0
LTRSS, KIS, BLREEmx
TELETY, REORKE (414 nm)
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HEE (%)
BETERRU =
HCFHfitE Bk kS
% (n=58)

CFH 20~30% 7%
anti-CFH Ab 5~10% 16%
C3 2~10% 43%
CD46 (MCP) 10~15% 5%
THBD 3~4% 5%
CFB 1~4% 2%
CF/ 4~10% 0%
unidentified ~30% 22%
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ADAMTS13 book. Springer (edited by

George Rodgers) (in press) 2015

2. FROIFER
(Bk30)

« Isonishi A, Bennett CL, Plaimauer B,
Scheiflinger F, Matsumoto M, Fujimura Y.

Poor-responder to plasma exchange

therapy in acquired TTP is associated

with  ADAMTS13

Visualization of an ADAMTS13-inhibitor

inhibitor boosting:
complex, and its proteolytic clearance
from plasma. Transfusion (in press) 2015
* Miyata T, Uchida Y, Ohta T, Urayama K,

Yoshida Y, Fujimura Y. Atypical
haemolyticuremic syndrome in a

Japanese patient with DGKE genetic
mutations. Thromb Haemost (in press)
- Kato S, Tanaka M, Isonishi A, Matsumoto
M, Samori T, Fujimura Y. A rapid, fully
automatic and highly sensitive ADAMTS13
using a

gold particle immunoassay



routine biochemistry analyser. Brit J
Haematol (in press) 2015
- Yoshida Y,

Shirotani~Ikejima H, Uchida Y, Oyama Y,

Miyata T, Matsumoto M,

Kokubo T, Fujimura Y. A Novel
Quantitative Hemolytic Assay Coupled
with  Restriction  Fragment  Length

Polymorphisms Analysis Enabled Early
Diagnosis of Atypical Hemolytic Uremic
Identified Unique

PLos

Syndrome and
Predisposing Mutations in Japan.
One, 10, e0124655 , 2015

- Yada N, Fujioka M, Bennett CL, Inoki K,
Miki T, Watanabe A, Yoshida T, Hayakawa
M, M, Fujimura Y.
STEC:0111-HUS acute

Matsumoto
complicated by
encephalopathy in a young girl was
successfully treated with a set of
hemodiafiltration, steroid pulse, and
under plasma

3,

soluble thrombomodulin,
exchange. Clinical Case Reports,
208-212, 2015

- Hisano M, Ashida A, Nakano E, Suehiro

M, Yoshida Y, Matsumoto M, Miyata T,

Fujimura Y, Hattori M. Hattori M
Autoimmune-type  atypical  hemolytic

uremic syndrome treated with eculizumab
as first-line therapy. Pediatrics Int,
57, 313-317, 2015

« Imamura H, Konomoto T, Tanaka E, Hisano
S, Yoshida Y, Fujimura Y, Miyata T, Nunoi
H. C3
associated with mutations in the gene for
complement Nephrol Dial
Transplant, 30, 862-864, 2015

Familial glomerulonephritis

factor B.

14

+ Ohta T, Urayama K, Tada Y, Furue T,
Imai S, Matsubara K, Ono H, Sakano T,
Jinno K, Yoshida Y, Miyata T, Fujimura Y.
Eculizumab in the treatment of atypical
hemolytic uremic syndrome in an infant
of peritoneal
improvement of

Pediatr Nephrol,

leads to cessation

dialysis and severe

hypertension. 30
603-608. 2015

+ Matsukuma E, Imamura A, Iwata Y,
Takeuchi T, Yoshida Y, Fujimura Y, Fan X,
Kuwahara T.

Mivata T, Postoperative

atypical hemolytic uremic syndrome
associated with complement c¢3 mutation.
Case Rep Nephrol, 2014. 784943. 2014

« Matsumoto T, Fan X, Ishikawa E, Ito M,
Amano K, Toyoda H, Komada Y, Ohishi K,

Katayama N, Yoshida Y, Matsumoto M,

Fujimura Y, Tkejiri M, Wada H,
Miyata T. Analysis of patients with

atypical hemolytic wuremic syndrome
treated at the Mie University Hospital:
Concentration of C3 p.I1157T mutation.

Int J Hematol, 100. 437-442. 2014

(Fa30)

-BEATEE . MiEh o> ADAMTS1S3 |2 K A ke
JEDOIRE. MmiEEFE. (in press) 20156
CBEREE mARMEf RIS A SR B &
W PERBREREGRE. /NREFL, 55,
1663-1674, 2014

- HHEF, B ERBAMERE
FESEMERE (alUS) ODFFHRE & IRFRERNE. Ik
NEL 69, 589-594, 2014

- BNEE AWEEE. TTP ORI
ligEasE. 56, 1043-1051, 2014

ERS



- BRATETE, AR, AWERER, A\AALH
B, /AT, SBREIT. A MR
ADPESEBERR. BRPRMWE. 55, 93-104, 2014
- EHET, BANEE FRAEnMERE
FESEMERE (aHUS) —EE - BB LU=
U X7 O%hE—. Medical Practice, 31,
100-102, 2014

- BEATEE. MR FEERE (TMA)
ThH 5 TIP & HUS DM & 153K update.
KRERTEMEEE. 143, 86-88, 2014

H

3. FRER

(EiZE=

« Yoshii Y, Matsumoto M, Fujimura Y, et
al.
ADAMTS13 Activity Improved a Survival of
Acquired TTP Patients Who Received
The 56th Annual
of

Introduction of a Quick Assay for

Platelet Transfusions.

meeting of  American  Society
Hematology (San Francisco/USA, Dec 8,
2014)

« Yagi H, Hayakawa M, Fujimura Y, et al.
Decreased Platelet Thrombus Size, Due to
of VWF By

Is Quickly Restored after

a Heightened Proteolysis
ADAMTS13,
Valve Replacement in Aortic Stenosis
The 56th Annual meeting of

(San

Patients.
American Society of Hematology
Francisco/USA, Dec 7, 2014)

+ Fujimura Y. Registry of congenital
thrombotic microangiopathy in Japan. The
3rd ASEAN Federation of Hematology
Congress. Plenary lecture (Bangkok, Oct

23, 2014)

15

(EHNESR)

- BNEE. A BaRDE 2 5 LIREED
J&IR. Nagoya Hematology Forum HFRIEEE
(BB, 201562 H 6 R)

- BRATES 1. ADAMTS13 & o/ MR —@ 3,
BTE, R, %20 [B] ADAMTS13 #fF%Es 4%
AEEE (KRR, 201449 A 18 H)
BEREIE. TMA ORIT & JRIR D UPDATE. %
13 [E] VOD/TMA FHAETEHIZBE 3 5 ERERAF 5T
£ (KB, 2014468 A1 H)

- BERTEE. TTP, HUS, aHUS O#ERIZNT &
1B, 55 59 EIERRFRELTES IR AIS R,
20144E6 A 21 H)
BRI, A TMA OB L AR DES
% 18 [8] Skill Up Nephrology in Tokai (£
TR, 20146 A5H)

3. Foftt

- BIE BABEFSE BARNERFES
D& RO AR I M R BB T A
HYGETEERICSM (201544 A 23 A)

H. SFIBAFERED HFE - BRI
ETe, )
Briz7e L

(FE



