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Table 1 BEER

Blood group A AB B (0]

number 87 45 52 75

age (median) 23 23 23 23
age (range) 18-33 20-40 18-33 19-35
male/female 56/31 30/15 34/18 48/27

**
**
** ** ‘
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SERM: TTP B D ADAMTS13 B F-REHT

WHIEHE RIS ESLRRGITIE Y 7 — o FRRRED Bk
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A R 28 5F9%  (thrombotic thrombocytopenic purpura; TTP) [%. von
Willebrand [Kl-1-U)Wrl#sR ADAMTS13 OVEM: K CHIAET 2 FEEHR T 5, ADAMTS13 iE
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TTP) OFRIEX. 7+ ENLT T KK
+ (von Willebrand factor; VWF) % 4%
BRI+ simiEre s 77—+
ADAMTS13 DIEMEZE Tl Z 5, ADAMTS13
IEMEOE L, KW 72 ADAMTS13 38151
T 8 2 U E R AE U D 5T ADAMTS13
HOHAE (frebE#—) I2koTilZ
%o FRIZADAMTSI3 B nFEBFIC L > TS
MBI THIET S TP ZJ KM% TTP
» B W X Upshaw-Schulman JE f& &f
(Upshaw-Schulman syndrome; USS) &
S Bzl R TTP #35  ADAMTS13
BT, AARN—fAEER D ADAMTS13
T LB s 2T O43HT, ADAMTS13 fE A
BN DOYEZR, ADAMTS13 43D NIAR
REEMEAT 72 CICE S 2 BV CHFE 2 D
TE 7=, AWFFEHEHETIE, XM TP &

F OB RIT 2 AT TV Bis T
FLH ORFESCIIE A 1 = X MB35 M
REZETHZ L EHIT, TP 25T
BB T H D MR ME R E
(thrombotic microangiopathy; TMA) @
P ITA NMERRCUETICH ST 52 %
DI LTWD,

ADAMTS13 DEEFRIEPED 10% Ajii TA >
b X —REETHhHIVUEL, JERE TP @
AR EE 2, BT EIT O, FRx
LI NE T, R TTP BV EE B IO
FR A k5212 ADAMTS 13 &5 7 D3 1|
AR, SR TTP BIEDJEIN & 72 5 &
GTREEZHELCEE, R, BE
PEZR BN DI D B OB s T O IR
X, BEEL T OK TS V% PCR T
MR U CHERRA 2 Rt 5 k. T
bbXA VI b v—lr v TIEIC
ToThkEIND, Fxr b E T,
ADAMTS13 B+ DET 7 YV v OIMANT




ATHEOFH LI PR o914 ~—%H
WC, BRIK DNA 2B 7 Y v TR
(ZHEE X H, F O RS ZRET D,
IHETICHE A BT ek ME TTP B
AT DA K9 EBIOREFNLZ OFFIET
BEHE~T o BEAEMED D VITEEEAMED
JFRIRERNFRESNTZ, ¥4 L7 b -
=y TIETIRNERR—D L,
HOHNEI—DO b RONLRWEGEE, XA
LI b=l TERNR LA
ST HHEELTHELEY  AERE
PCR {E&# T TCWD, ZOHIET, Th
F TIZ 3 FE O ADANTS13 EIn -l 2T
R D RKRAEFE 2 R LT,

AL TIL, Friol R S kit
TTP 5V 24 (2FR) DRKZER
ZHLNZT A0, BEBLOFEKE
@ ADAMTS13 38 1= - fifth 2 Sk L 7=,

B. BFEFE

BB L OFEED S O U7 i EKE 4y
T MRE LTIRIE T HY | fiRNT 2 469
L F CTHUEMAE Lz, DNA FRRLIC X
illustra blood genomicPrep Mini Spin
Kit (GE ~VA T 7)) R LA, Mk
MO OFMERIEE LIRSy Mo
T, WORSMER (]9 200 0 L) ZfRBEL 728
B 100 u L OAEFREHK CRRE L TH
300l oML R, ~v==27 /1T
PE> TR L7,

429 > 7 > % PCR CHEME$ 5 7=
WIZ, 24 XT DT T4 ~—%EH\z, &
VAFET T A ~—0D 5 AT MI3F FlF)
(TGTAAAACGACGGCCAGT) %, 7 v Ttk v
A FMT T A ~—0 5 A MI3R EH
(CAGGAAACAGCTATGACC) % . ZiLEiLfh
mLTEWie, T, bEor—rv
TR ENERIINAT O o Th 5,

T VT USMT— 78 PCR G TF
GRS D LN TE, =7 Vv
8 ¥ LN 26-27 DHENE TILLHEIZ DMSO
lulL ZRINLTz, =27 Y 71% GC Mk
DEE NI I E T2, GC-RICH PCR
System (12> =) Z{#H L7, PCR #
T, 1yl ZHWTT H o —RERIKE
TR FEfER Lo, IZ, PCR KGN
IZFE - T8 7 T A ~— DR E & KRG
dNTP O AR{E{bZ HRJ & LT, ExoSAP-IT
(T74 ANV ZRA) 1pul 2Nz, 37C
/3043f#, 80°C/15 RIS STz, ZD
9B 1pul A LT, MISF BX O
MISR 7T A ~—To—4 vV ARG EITH
7= . BigDye v3. 1
Sequencing Kit (77" A4 K« A AT
2T LR) RIED 4 5 REE AT 5
uw L/ &S TiT o712, KIS T#%.
CleanSEQ 4 A & — I — &GS »
F (Ry <y a—)Lx—) THRL,
Genetic Analyzer 3730xl (77714 K -
WA F VAT LX) (LT T —#
o = N

it 7 N7 =7 Sequencher (¥—
a—R) ZHWTHEET — 2 &85 1L,
KIGAEEE (Fr VL ZFORIER 20 H
) Ov 7y VARSI LT, =
7 ANCEEN RO T-5E . cDNA B
% (GenBank: AB069698.2) & MA& L T
T X BRSNS DR E RN, A
VN CERR RN GmAe . AT
TA TR DR LR LT,
BB, DR ETHERAT T
TR BT T ARG H D DT,
HEERS R Ui, BENERME TTP O
IR & LT CThILUE, 2R a2 RNE
BLELUTHE L, RMEDERETHN
. TR LAV TOEBRORM S

Terminator Cycle



BrR~DOREBZ2FHLEZ, BRAD
ADAMTS13 BRI/ ET D 6 D I A&
v AL p T339R, p. Q448E. p. PAT5S,
p. P618A, p. S903L. p.GLI81R | /R KIZEH
MR LT,

(B ~DEE)

AR LE SR AR A e v 2 — %
FOEBRSIER RO M ZE B4 Cf
et mOREEZ T2 ETEm L7,
BEMENOGITERTOAL T+ — LK
avtvy MESE,

C. WFoErER

USS—2A 2 D HBE 1T L METTL 19 5 IS
i O RHmE2E L, LEZZTO
MR A Tl & e Y v e i
FEDNFRO BTz, AR FEME L/ N OB
DPESRBEIE (ITP) LW =23, 1A
W BRSNS TTP O ATREME N BE T,
73 B[ R 05 C I AR A 2 AT L7 &
Z 4. ADAMTS13iEMEIL 0. 5%AT, 1 > &
v % —fffii% 0.3 BU/mL Th -7, Wil
B X Ok ADAMTS13 #&EMEIX. A& 32%.
53%, K 46% IR T LTEY, Wb A
e vy —idEtE ()i 0.5 BU/mL A)
Tholl=, BEIILKME TP THH
LW ENTZ, FALT ke —
VTR X AR ORE R c. 1190C>T
(p. S397F) 5 L TN ¢.2674C>T (p. Q892%)
D~T aHESETH -T2, Wb [E
HEOTRBEOERTH D, RIC
c.2674C>T ( p.Q892% ) 7 . H IZ
c. 1190C>T (p. S397F) EIE I NT=7=9,
BEXINOOHEE~T vHEAKREE X
bive, HIZIEREHBEFKD c 1190CT
(p.S397F) MNFEE SNz, BEEH L
ADAMTS13 V&M & OBHEN S, W ILDZE
FHREE R R DR R & HEE S Tz,

USS-3B A DHEFIZTH T, LEH
A e WEnE - BRfE - B EORIR, BESRIREE T
APBE L, HUS DEGIKZW CBAEIEIC
EVUGELRPE LT, & 6 1%, Tait -
THRICITESZZ L, /MO & B kEE
DEONTZ T2 OMA IR AR LTz, 4
0] HUS FRR &35 2 iz, MeBaiiiic
K OXHERIECHE LR L, %A,
N BR B ER if. o> 1fil 5 ADAMTS13 1% M 25 Ik
(2.3%) « A b X —FEMENHBE LTz,
Z D%BELIE ORI E T, ADAMTS13 &
1.3~2.0% « A > & B —[atk ) fei
e, BE DL D ADAMTS13 IE M,

ZTNEN 34%., 17.7%., 22.4% T, W\
nbAfreevy—EEcho7, RN
TTP OFREMEN TR HEE S NT/od, &
AVT b=l TR K DT
AT o T2k . B 1T ¢ 27236>A
(p. C908Y) ZEFMNFKEHEAM CTHRIE X
Nilce XBEE B RIZRDA~T n e MET
FIEINT-TD, BEIIALROFREE
BRTHD LRI, BIZHRIZR
DT aEAETHE S, RIKETH
HZEWHA L, ZTOI R AZRE
X, BARDIEERM TTP B 9 FRICFEE
SNTWERRERTH S,

D. E£%2

BAGTEA IR B O W & e 5 D KR,
FINERZ/HET D EITEOO CTEHE
Thsb, W —7 o —0W Iz
VN, BB RS O FIEIFE ML L T &
TRINHN, FmPEBT, o, %X
P TTP O L 5 ICETLEE D RE ST
WAHEA, KRELTHE ALY b o v—
FUvy TIERaX NEETEAL TV,
AWFFEClE, fix O TIICE 0 =L
ToHAAVI R s =l TIEEITD,



SERME TTP BeWVRE 2 4 (2 FHR) (1T,
FIEFIK & % 2 535 ADAMTS13 i@ s+ 52
WERE L, SRIFEEINZDOIE, 2
FEOI AR AERLE1EOF A
EBRCH-o7, WL, ADAMTSI3 DA
SROEEE. T2 VWF YIREM: & S84
TERLRDERTOHDIEEZDLND,
INETOMANLEZDE, VT
ARV =VN | DA /S P (WA RS
EHT o D ATREMED EY,

E. &

SERPE TTP BeWBHE 2 4 (2 F5R) O
ADAMTS13 B T2 XA VT K« v —F
U IETRNT LTRSS, WA IZE T b
UMD B N RIE S vi,

F. BEfaRiE®R
L

G. AFZERE
1. FmoC¥s#
Maeda,

Kuniko Murata,

Takuma Katsura Nakagawa,
Yoshiaki Kanaumi, Shu
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Kodama, Takeshi Kawai, Isami Kakutani,
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activation assay using flow cytometry.
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(2017)

Masanori Matsumoto, Yoshihiro
Fujimura, Hideo Wada, Koichi Kokame,
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Hideo Yagi, Toshiyuki Miyata, and
Mitsuru  Murata: Diagnostic and

Treatment Guidelines for Thrombotic
Thrombocytopenic Purpura (TTP) 2017
in Japan. Int. J. Hematol. 106 (1),

3-15 (2017)

Nirav Dhanesha, Prakash Doddapattar,
Mehul R Chorawala, Manasa K. Nayak,
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ADAMTS13

Janice M.
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intrarenal thrombosis in  mice

Arterioscler. Thromb. Vasc. Biol. 37
(7), 1332-1338 (2017)
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Elisa Villalobos,
Koichi

Sergio Lavandero: Herpudl negatively

Juan Carlos Roa,

Mario Chiong, Kokame, and

regulates pathological cardiac

hypertrophy by inducing IP3 receptor

degradation. Sci. Rep. 7 (1), 13402
(2017)
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Marcelo Rodriguez,
Elisa Villalobos,

Lorena
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Yuka
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Koichi Kokame, and Sergio Lavandero:

Herpudl impacts insulin—dependent

glucose uptake 1in skeletal muscle



cells by controlling the Ca®*-
calcineurin—Akt axis. Biochim.
Biophys. Acta, In press

Madoka Fujisawa, Hideki Kato, Yoko
Yoshida, Tomoko Usui, Munenori Takata,
Mika Fujimoto, Hideo Wada, Yumiko
Uchida, Koichi  Kokame, Masanori
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uremic syndrome. Clin. Exp. Nephrol.,

In press.
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SRS, AdE, 2017 26 A 8 H-
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July 8-13, 2017

Hisashi  Kato, Y Ito, Hirokazu
Kashiwagi, Yoichiro Morikawa, Keigo
Akuta, N Nishiura, Shigenori Honda,
Koichi Kokame, Toshiyuki Miyata,
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Tomiyama: Complete failure of
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Congress of the International Society
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EIRAE, MEESE, HREE &), FH
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KIEF. PWAET. AARWLAR O L
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H 3-4 H
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BaFe 8§62 EIRE, #F, 2017 4 11
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