JAE G5 A b TR A B 4
HERITEIR BBORMI TS 36

IR Y ] 3% 5 iE 55 (B 4 2 A 4

WFFEERAE AR N B

S5 (2023)  5H



H &
I #5068 [ 3R i S B 9 B TSR

I. REMEHREE

I 2 i ] B e E A L B 9 D AUF S 1

0. FEMREREE
ITP (HeZ&tE M/ MR HESRBER) AR NV—7

TN—T V=2 — AR {5 KBRS Rl
BEE AE W EEREREAERT: BRIRESE T S —
4 B AARERKRT U U~FRBEHRNE
B ER ERREREARYE ERERE Y 2 —
WHEw I - mEE FH RETSLI AT RIRE
HIZPN Al R BRI E R i 0
N 18 RBRORTE I - BEGNR
Pk @bl EEEOR i 2 —
&I ORBRORE: ik - IR

1. ITP ®f2E 7 v —7 HWF3ekath 8
KRR FAAREEFO
2. ITP 2 A FB X OO E 15

RBCRE: FAARTETN

3. ITP ZWriZ BT 2 B A HELE S O Mt
~¥r =72 1TP W BEMEVERR I 1A 1 T~ 21

EBRE R A AL AE i

4. BHVET Y T~ b —7 AR D RSV MR A E
SWHIEER OE —— 23

HARER RS 4 1EM




5. ERARFHAM AN « EREREDOLEEFIC LD ITP Ol it

IR P AR AR s T A
EIFR R AL A H

TTP (MM N REESE) / aHUS (FEELEIYS i 4 JR 2 i )
WRrn—7

TN—TY =5 — K HER 28 B IRSLERR S M R
PEE L e AEERKEEIBRN R
B #E B EERREMERNF
N BETH ENIARBRERRATSE | o & —WFSERT 5 TR REED
WHoE 8 - A E B RBRIEREER RS
U EEREE S BN &
Ohig 75— Bl Z R
b AR AR R
I fL3E BERG R
ik BRI 4t BRE
R E BERT
P IER RULREE
HAE e JeB AR
S AP EY S VAV SN2
B BT ESEREEIIIEE 2 —
NK FHY mREBERAERE 4 —
T ek —@mHRSREERE 2 —

6. TTP/aHUS W5t L —7 BFFTHatE 35
R RIRSTERRS: AR

7. JRBEAFR|ZH S\ = iTTP & DIC ORI
-7 N vl E X JAHiEEofF Rt ———————— 44

RESLERRS: AR

8. allUS BT, IR RHIEE HIG L LIk
DBIFEIISE - 53

SRR lE—
9. Minds &TTP A KF A > OIERK 56




B EERRE w1

10. He kM TTP H#F O ADAMTSI3 & {s 1Rt 57

ENZARBR SR ZE o 2 — NS TH

BREMRIE MFEITN—T

I1.

12.

13.

14.

TN—T —H—

e

W 14

BRIL R SRR EE A B\ E ke

KE TE— JUNRZFPRFBEE A FE bk R S 7
W IE Al BRZPEI R R

BA B ENARRSIRIIEE o 2 — - 7 ) SRR SR
AR EBE JUNREE

Bl i ERERRE

waE AT JUNRE

IR BRI R 2 —

T g At BiL R

A I A RRE

AT B8 dbifEE R

i B ESA BRI gE R v & —

FEH 7 AR R

2N RPN S

HH BT ENERGSRITEE 2 —

ZFF IEMR RSP R

RRE BRE SRR

AR AaH BEERERT

e MEMARSERTIE 7 Vv — 7 BFJEReHE 63

HHERS: ALK

ReRPEMARAE L 2 b U —HEEEZ B S 0F5E 63

HER RRILER

B - NN BT 2B VL MARIE D2 L IGHRIED

LI A T2 ———— 71
JUN KR REIE—

Jo RN AR PESR K O 5T REfRAT 76

ALEBERF I IE



15.  NEEVEMARMERREE OFEShEFICET 22RO FF| X
Q&A| DIRTER L O}« FEFEIRE) & A 1% OUEIZ AT T —— 78

AR B AR IE o F — IRAKET-

. BFERCROTATICEE 2 —%ik 80

IV. Bl A REEDOE L



I. RIETREREE



BAGBF M ERMEE (ERMEREBORMTEESR)
B0 4 SFEERRIEI R E F

[ . P ) R 52 B9 B AR SR

WHEEA AR TRE SRR FPERRMEVTIE R TR 2%

MEEE

ARFFCHLI IR E R O CH R MRS HEERBEF (ITP) | ifie P i s>
PESRBLIF (TTP) /FE MLV i 1 R B AERE WA (aHUS) | FEFME AR GERE b i S (R
EBBDICRD, )Zxtg e LT, TETF R ZESW =L E RO LW FEYE - EESE
SIADVERRCYOE, 2T A BT A L EOMSLPWIER KON K E 2 HIIZIEE L T
W5, ARBIZOWT, FRENROY T 7 —7 (TTP & HUS ITJRERELL L TWA DT
BOET—2OH T TN —T"L LTI CGREICEY fide & & HiT, 70—
DA 2 IEFIAT O Z LIk o T, (D) HRBICE DWW iR e 1R FRETD
WL/ 3 L OV DZNRORGE, SE, (2) KB A2 FIENTIC X 5 T3 [E T OHRIE
BERE . PHROIE S IRROEREL, 22 EREE L, DNEERAZMNRE L, 5612
INRINDRRA~OBATHIER L&D THRFTT L TV D, AF 4 4£1E 3 4FFHE o 3 42H &
LT, BHEEICH| & E5iid, LA MU RE, ST, ZRnkoEsElL, 2
WA ROWET, WRIEHRLCS ) MEHRICEES IFREMBAICIES L, BRAAE Ao
WT = ZR—= 2 AT LAOREFE, & L TH LW o B OMGE, Brlliam o
FRFIE A ke L 72,

ITP X, 2018 4£~2019 4D ITP DOERKFAEMANEL L OERERELHW T, BF
B (AR . FHIRBEE S, i L OVEE O EHR U DV COREOBm 4B 5
I LTe, F72, 2019 FFIZHE SRR TP IRIEB IR T A RO RIZE 0 | IR E
~DHEEAT T, FFan T & 2 L 1E, 2007 FEOBWIEHER 2 o Mk f /M L%
(B D VITSA M/ EEE) B XS s e o AR =TV REEZMAANT#H T 7e ITP
DM EENEE 15 ES D ITIB L, Z0A ST 2ME 21T o7, S 51T 1TP 2
BOWTHMMAELLE LT D50, BLO TR ITP 2B 22K R EOA ATEIZ oW
T ORI AT > 72,

TTP 1Z, 4B IR ERKFMIME T ADAMTS13 1EHE & A v B B X —RAEZ1TV ., TMA JE
BIOEFREZ Mk L. BEFIT 1635 Fl L o7z, £D 55 AEELITIERMETIP 1 i
FU T ADAMTS13 B AL MfAT 2 320 L 7=, 11 fask T KM TTP JEF] Z Bif[f) & ([T L,
i, Lo, MR DN EE A 3 RIS W AT DA LA LTz, £/, B4 4F 11
HIZBRBRINE SNk 7T X~ T HBIM UL TTP WA A R 2023 ZAE/EHR L, BA
MRFEOEGH, TFKMEK ([CZEIhT,




alUS 1%, 4 iR R FEIEAFE T alHUS BEVVIERNZ W T, b Dtk &4 %
B L. JEGI AR LTZ, F7-. alUS BN A R 2022 2B 2700, KFTEESE
ML, TV v A=A e LT,

R ARSE GRIsE MARPERRIC L 2 b DOICR D, )i, Bl S B i ic
BETHLVR N AL, 7o, THAERD DR E TICRIET 5 85 ML AR
DT A R #ER L, X7V v A =F a8 E L7, AR E LT, FRtk
MARSE B 2 R R MR ER OB EITVIEREORRE N DI D b O EXRITE
{6t 2 FEhE U CRIEZAT - 7ofl, ~ 7 AFEIRIASIEE 7 VAW TT v F hrv
VHEBE T m e e (ATR-FID) J v 7 A v~ T ADOZYRE e PRI OV TR
P U7, Fio, MARREA DTS 5 R0 E~ XU > (UFH) 12 & 2 169 Sk Bk
D7 v k3= L EMBIZER L, BT Xa {5 (U PR E) ORIE & REEE T 72,

WFE o

FAARTEFN « RIRR B 75 b B i bt
Wi R

FPHE - EERE RS AL R IR AT
EBrr2— #H%

S EME « A ARERIRFER B E S
MR iz

o FHIELRS - [EIRR @A 7 A = 7
Wt ¥ — #Hiw

FAAHER]] » 78 BRIESZEERIR: kR
Hifz

HE— - A HERFERAR Zdz

B - S EERRKFMIENE Bu%

NG - ENLIEBR AR SE o & — A
GEAT oy TR RS R

REILARIR - SO KR A 8\ E
Rt B

KRBEIE— « U RFRFFEE S ERE
RS EER Y B

T IE - 4l BRI R R
iz

AR T« ENLIEEBR 2P s o & —
T LEFRSRE R

ITP (Rt /MR PEIRBER)
mEIN—F
ITPAFFEBE Tl ARBE WRT <<%
DEF D L LT, RER DN E
i ESEHZEHENE LTS, £
DOHBIDTZDIZ, FFUEEIZLLFDL) -
3) EAZTKE LTI/ A—THREE L
OMEBIFFEZ 1T 720, ITPOE 78 LA
PRV BT 2 B OBm 2 ] 522
HZEMMTE, FI1TPOF =722 W Ak
EERHWDZ LIZEY, KOBEDOEN
PN AREL D Z LA LT LT,
DEFRE
HORTERII TR 01D T, B 288 E R
BET—HNATTEDE YT Tz,
I TPER IR A8 A 227 — & % FW 2 TTPRR
FROF M AT, BRIRPT R, TR O Ik
W72 EDOITPO AR ERIZET 57—
ZEAWT, DARIOT —4% L Ol w]
REL 7oz, AlEllE, 20184E~20194E0D
ITP D AR A 23 L ORI E LS4
AWT, B EREH . FlsEE
. AR X OV O TR oW T




DI OBNE 2 S Lz, PRI - 4
ERRIFIER DU R E e ZAIT 7208, TR
AL TIX, A7 rA R/ b
AT O OBEIMERAED Bz,
2) ITPIERS BRI A FOH Kk & R#%E
~D Y :

2019 ZEE ST RN T TPIRIE S IR AT
A ROEKIZEHH & & BT, FHBE
FEDOIRBEATENIC SOV T RICERE RS
2B DR L FIERINEZIT-
7o THIRBIRA A R20195R D% Ko i,
MRS EATE TS EEbD,
—J7. SykPHESKCTH 5 fosamatiniblZ i
WTIIARFRTOIRER T b BAF 72 AR 5
DAL, WHFIERTREE 2570 8,
7o IR ITPIRIRIE DO BRFE 3 i 2 & AT L T
Do ZHIVOHHIREIEDONLE ST N, 4
BOMEE T2 D,

3) ITPR2WF EHE D E & KRFE -

20074E D2 W EEHESR 2 B (1T . MR I
MR (B 2 WIFShE I M) B
FOUEE b v o ARAR = F R AN
AT HT T 72 ITPR2 W R YE A 164 52 1 I 24218
L. ZOHMAMEIZET G 21T 27,
S HIZITPRZWNC B W TR iR E 2 L E L
T2 5Md KO RIEITPIZ I T 232k
YDA RPEIZ OV T OMEBIFZE H1T -
7=, IHETPOJRFE & B2 if/ MK D turnover
% [ % ShA I R EEER (RP% E 721
IPF%) % #HAA A TERT T2 72 2 W B YE D VERK
ZATUN, 1TP & OEERIS LIE LIXRIRE & 72
D AN RERIN AZRAfEICENTE 5 2
EDRENTZ, MDSE ORI, KA &
TEIZBIERTHZ & T, D7 & bhigh-
risk MDSIFEERIFIRETH H EE X DL
7o T OBWIYEC X 0 REEA A Bk

BEEWHTZENAREE 2D TR
<. WY RiREE A BHICBRIG FTRE & 72
. R EOKRERGHAMERH D B X
50

TTP (et /MR 3R BER) /
aHUS (FEHRBYYS n M JR B e RE)
mEsIn—7

TTP/aHUSHFZE 7 v — 1%, HAREHN D
TMA (A PER S MU E) S5 D EEFE & i fiE
AT 24TV, TTP & aHUSD EREZBH & 7T
L., THOSEEZHNDZ EZHMELT
W5,

BAAEEIZLL T D1) -5) OHEBZH
& LT/ —7eE L OMERIFSE &
1To72, 6) IZOWTITSWIHEICE TN
TR T2, AFENICTEESLL
770
1) TMAIZ 331 D ADAMTS13fENT GBI T
WEEte) - TTPES DER !

7% B RS RSP i 5 C ADAMTS 1375
P A e X —mELITV, TMALERF] O
R A L. BEEIL1635M41] & 72 o
Teo DD B AEEITSERMETTPLAENIC
F5U N TADAMTS 1 33 fn T-fifdT &4 Fehta L. 2
BT RS RREE A RE L,

2) TTPRiME adm— b :

BEHOT%, FrfasEEZ AARNT
TR T 2 FHE 2 N2 T, 11X CHRPETTP
FEG Z B S ICMET L, B, Oig, Bl
Dlifiaal s 2 3R I2 7=V & T HF%e %
BALE L7=, Web COJEFPRERD AIHEZL > A
TAEBEL, MEZESTINELN
TR/~ BB L. SH54E3H £ T30
iE 5 3 B S ATz,

3) Clinicalquestion(CQ) {Z X3V 7/=TTP



TIRITA T4 DIERL -

201 TARIZTTPR2 IR T A R2017 & L CHERK
L. RBEE, IEZEOBEORHEE, VU
¥ v~ 7 OURBRIESHILR . ADAMTS137E
PEDO LR 72 & A4 BIN LT, TP
A R2020% %3 L1z, AlEl, TP A
R2023 L% ERk L., HARMKRFEZHEE
Bao&iaezd, THRRLK) 228
AU, in pressOIKHETH D, SO A
RIA L DOREREL[IIIDHY, VY
F 2~ 7B HCQITH T D SRR %
TV, #HESRESCA BN L2 & B4
AIZBRBRINER S h 75 v X~ 7 Dt
#HABI L7 Z & ADAMTS13IEM: R &
FHT L2227V T AT AELT
French score & PLASMIC scoreZ#3Jr L7-
ZE&, ThHD,

4) aHUSOEBREFH], BLFHIRNT & IE
BIEERE

Al B R B B R CalUSEEV VEFIC
BT, Y UBEMAERER e &% i
L. JEBIZERE L TWD, ZIUTNE
BEKTIMA registry & T L CT{T-> T
X 7=728, aHUS registry& UTHBEL . B
TR TR TN EHI B HR L 7%, B
TEITA B R FE AN E CE i L Tw
Do HHBRFICHEELIE, BIEETIC
LTTHI OB BMERZ Z 232k D e > ¥
RIMERER 72 &2 T L, 276]0alUS %2
Wr 7=,

5) aHUSEHEAN A FOBE :

20134F I H AR Y. BA/NERF
23 aHUSTE W EEE A 1ERC L. 20154F12
aHUSTZIR A A R20154E &3 FK LT\ 5D,
ZDOBIETA REYETT D720 AAK
g, BA/NER S, BARMIIK Y

& BAMREE N OEEEZRE L, &
RIRESNE SN, FEOLETS
e S L, aHUSTZIRE Y A R2023%% 58
&, TV v aks NEBEE
L. BRRANZIZSER L, HhlE B
7T

6) SERMETIPABR#ERS
BRAETHITRIZHERMETTPEBE S L &
HIZABAREH S Z I L7z, 20204E6 H 1T
BT SIS RMETTPERE 221%, 385724 %)
NHFx DEMZ V—T & b B
LTELN, SEEYD TEFRTAM#E
& Webinar CTHME L, BEH ITARANDORR
BraplE L, IERRFEAEITO 2 &N
T&ET,

R R MARTERFE 7 N — T

FERMEMARIE X, SERMET v F br v
vy (AT), usrAC (PC), uTrA
S (PS) RZIEIZE Y. HAW - LI
2> 5 RN 230 C E S 72 MARE 2 F8IE
TOHEBTHY , BHEM, FRMETRIE
T, RRCEERMEREZ S0 256
Db, BT RANUEE LI, 2D
FIE K T h DB MMt K D72
A RTA L OERABL T, EHPRR
HrZ X 2FAETORIERE - TH7e L
DO IEfEREREEZ B E LTW5, SF44E
FEIXLLF D) -4) OEEHZHREZEE LTS
J— TR X OMEBIIFIE 21T - 72,
1) RRMEmMBEL PR MY BRICETS
e

JEE T BYE OBMFEAEICE - T [R5
PEMARIE ) & 2W S - BE ZRim &I
Bekd H LA MY ZERR L. 20204E1H
1 B AR RERPE MARIE & W S 7= /B



ZORER, BERR2HFEE TORIB A BIET
Do

HELT LU A MY ~OBEREEE
WH IR KRBIZBIT D EEMER
RN LD < FRRPEMARIE D FRIEIZ I 1T 5
RS, MAEDORIE Y — B IO
Z OZWRRILES X O Witk O15# O Ei
RBNZDNTONEREIEES 2 Z & 37T
HEIZ7R D,
2) FeRMEMARMERRE D5 FIRRBMRNT -
RFFE M I ARIE BB % e 51 if A 4 5 [
DR EITWIERMEDOFR N B 510
B OEAR T2 Fhi LT, 7 rT A C
RZIEB, 7 a7 A L SKZIEH,
FVLeidenlDIRIE 21T > 7=,

~ U ABRMASIEE T L EZHWTT v
FhrrvrBHtET e be ey
(ATR-FII) / v 27 A >~ T ADNR
PriiAR i 712 DWW TG L7z, ATR-FITOD
PuiieRIcBE L Cid brr e ricxd s
EHER 2 R oZEA DN HRB E B 2 B
Do
3) MR OHUEERIE DB E OB
Ry~ > (UFH) IZ & B 1R EhikE
BEREEO T a ha— LA B ICVER L.

AN CDIEMIRE=S ) T HIETH
LPiXaiite (AU CHIRE) & RE
LT, v ha—LOGEZ LT,
4) THAERDPORANE TICRET 5 55%
PEMRSTEDZIRAT A N1 DIERL :
BARD G RN £ TITHIET 5 MARIE
Do b, BAGTERK OREE2580 S D &
ARG MAeSE (EOT : early-onset
thrombosis/thrombophilia) &£z T.
CETAE VRN B RN E TITHIE T 2 Redstk
MABFEDBIEIT A | 2k Lz, 5%
ZIETA RIZOWTERZRD TNE,
HilZ B¥E9
5) E{CthitettREBE ORI IHRE
BB 22ROFF QA DREE
5532081 A A pERS AFE » TR ik
2. H8AIRIH AR 2, F533[E] A AE
FRPEIFTETHET L L L BIT,
R E S BE LEmEX T,

R faRR I
A"



. SHEEREE



ITPHEETN—T WFFERTE
YT I N—=T Y = — AREER RERCRZRESRIHE R Wi AR

WHFE A ARTERD RBRRZEEZAE MR i e
FHE Wil ERRERERY: BRES e ¥ — %
4 ERE ARERKRE UV o~FRBERNE Bix
S HER  ERREREARRT: EREEEEE 2 — %
WHoets 0 - mes B KETSLA AT R
Wzl fl B RSEE AR R R a5
Nk E ORBRORS: MK - B ARE
Pk m ERER-FmE e 2 —
gl R ORBRORYE i - BN

=

ITPIZBI LT, UFDHEBICHOWT Z A—7H2EE L AR 21T 72, 1) &%
A 1 2018 4E~2019 £ D ITP DERKFHAEME AN ZEL L OEREREZHWT, B (%
BER) . TSRS, B L OVRIEO ERLR I S\ T ORAT OB 2 B 5 502
L7z, 2) ITP 1RSI A R D Jo & WRINSUE ~ D HEAf : 2019 I B0E S 7N ITP
BRZRIA FOERIZED D & L HIT, FRIBFEEORBRETEMICO>WTEICE
BraIicBi 2R EEZ P OICHEBRINEEZIT 572, 3) TP Wi EHEOLE & MGE : 2007
OB FEMELR 2 FARIC | MRl MR (8 2 W9 /MR ER) 36 K ONSE b =
VRN TF ARE A NI T 7 ITP S2Wr R EA B L, oA HMICE T 5/
FEIToT, EHIC ITP ZWICB W TEMMRAE L LB L 2 5k KO RME 1TP I
B B2WEHED A AYEIC SW T OEBIFFTE H 175 7=,

A. BFEEHY

ITP (FFpK 26 4R & ClrIfrE R BIR
TR EDORGIRETH VO | Fpk 27
(2015 42) 1 A & 0 1345 & EEm =R &
BBl Ot & LT, Ehichr
BT ONDEETHD, AFSEHET
IFIARBRE L IR XL ZDEF 21T
HE LT, JRERLNCEZEiZm L
WHZLEFEE Lk L TRt &
HRATWD, ZOHBDTZOIZ, K

JEHECIL ITP IZBI LT, 1) RS,
) IRROIEHEAL & 2 DR (RO S
PR A ROMERE L OSE) . 3)ITP 2
WHEDORERE L, 2 K& 72k L L TRt
LT&7,

SRR 27 4 1 H OEERVEREAT O 2L
B, BT e fR E R R E T
— B R AR L DROTEER
DT 12T — B ~— Z ORI 73 Al 6



L7200 | TS D ITP O BEES
SRl AT, BERIRFT R, TEHE D FEHiR
7280 1TP O IR FEREA ] 58T
HTENTET,
ERICEAL TE, w7 e ba—
ZIBITT 512472 0 RRE R E ORI
RS 5 &I, REBOIRFEOE
bz I L TR ITP IEHR DS
A R, HEEAOE ITP IR OB IR Y A
K1 OERRB KOV ZIT-> TE 72,
2019 4E1C THR A ITP IRIED BB A R
2019 PR ZAERC L., ENMC AR
L, TOEHRKIZEDDH L EHIZEDL
ENZANT T OFBRINEZ T3 DT,
ZWNZB L CTid, SR BEORR &
LT, FicZemE he o mAARzF
(TPO) WEVEDBRFEICET) LTz, i
TPO HIEF L OMEIR ($h7) ik
AL NN T T2 W L HE D
B, PR S T ORI I KOG SUER
DT, EZW O OE SR
LT D EMICET AR IO
ZIRVE ITP ORI IT D s B vE
O RECBET AT bIT o 7,

B. WFFAE

1. EEFRICBE L TiE, BRI E L
T. 2018 4 1 H~2019 4E 12 H @ ITP
O B AR A ZE s KO CHI /)
RBERFERIR ORI E R EOETT
— A2 BIRENLURIOT — % %
T, YERIAER BT W R AL, FIE
R BE S, AIZIIT 5 2015
AR DARE 0 45 FR IR O SRR LS L OV
FED B DR 2 & OZFRIG I FE R
EEF LT,

2. IRIROEREICE L TIL, 2%
IZBIT DEAA~DIEZITNZ, 5% D
BUEIZENT T, FEOTERRIRDLIZ DV
THRFICTHERIEZIT -7,

3. ITP ZWEDHENLI KL O ORRGE
B LTI, ZWRERZIIAM THR
STLHENL Lo, £ 0H Az W
T, UTFOT—FZHANTZEDRE,

Ry B 2 Rk LT

O  2002~2004 (T M/ MR A 2T

ITP 23%&4L, RP% 33 & OY TPO JRFE A
WIE S AT Lk pim = 58k 112 41

@  RKRRKRZAIZ TSR 10 UL F T
RP%F3 L OF TPO = FE Il E L 72 MDS JiEf5]
32 15

@  KRIRKZAIZ T/ MRS 10 FLLF T
IPF%33 JLOF TPO J= 2 - I E L 7= MDS JiE
Bl 13 4l

-

(B I~ DELRE)
EEERAMFZEICBE L Cid, Sk D&
IR e B A B2 CORB LT
DH, AT H—LbL Rarty M5
THEAT LTz, Fio, —EAFZE T, &
TRT U MTCERRERE F Tz,

C. WFFemR

1. ITP OFEFM5E (RHE. BH. W
) 2015~2019 O EFRFAAME N 2D
AT I T O T)ER, 2018~2019 4F
DOYER - FhnBBFEF I L O 2015~
2019 IR D FE Rk I D ZEIZ- DN T
T — X DT T o T2, NRB IR E
FEIROERBEREOT — 2 HiBM LT
D, BEEITD R BEREEA~O
A XY MINE o7z, 2018~2019



FEBE OMER « AFlRIFIER DU DWW
TIX, 2017 FFELART & KX 7258 W T A5
NI oTo, BB OIREIRI
IZOWTIE, 2015 4EH2 6 2019 4E(2 )
JTT77—ANT74 RETHHEIF
FEATrA R, BEREE TH DI
A I OEIE NI L TEB Y . R
HISE AR I TAE L2 JE B COEIS 3 E )
ST, Flo. BB RTIA RIETH
Y=y 7 N = Vi VA S/ AN VA SV G
HIME M & o 7o, BHTEE OTEHR
BRI T, R REAT v A RIE%s
JiE 0~14ET83.6% & E—27 Th-oT-
2, WTFNOFETH 50%LL ETIHEfE
LCWe, F2, B RIA 1Rk
DIHHYYF~TIIRIE O~ ETY
— 7 THolzmT)/V ha VRT3
JE 2~34ETE—27 Th Tz,

2. IRRBBATA FOE Rk & KRHISE
~D¥fE (BIB£R)

B X O ERT OMERE, [
£ (NF129; 645-648, 2022, [H[H
EDT- O DMLY $nARMEE,
b MIRFEZHE. p. 302-304, [EYE
Bt 2022 453 72 E), HEDT v F 3
e 2 J— (2022 FEnAe 1k i A Sl
) REELBLT, 2019 FHES
A FOEKREK -T2, £, 1TP
(ZBAT 28 7 2 VB R FEOTRER S F 1T
SATHEITL TS, THRHIZELTO
B - REVEIZEIT 2 2 ER
ik &4s (2022.7.9-13), 7 AU A
ME2E4s (2022, 12. 10-13) TUUE L
7=, F7- Fostamatinib OARFIZEKIT 5
BRRICB W THRIMERS KO E2MED i
RS, T HHICRBRIE SN D 2

L. FcRn BHFE#K, BTK PHEHK, MR
A L ORI L O AT S
Wb AT LT,

3. ITP W EBEDBE & T DRIE

(FEE2B)

M b o ARAR=F > (TPO) JBER
K OGN I/ 2R 2 fH A A AU T2 T2
72 1TP Wi EEHEL L CLLT O b D & 42
EL 7,

ITP 2 b e

1. LFOFTXTOHEA ZH-7
O /D ZFRD S (10 B/ ul
i)
© AmzEEREDLRV (HitEd 50
ITERRZMEIMILA &3 5)
@ HAIMEFIIEF THD (7272 L
BEOHMEKEHZ ~T 2 E08H D)
@ RIHMBERIEAT 3 %M T
WZH B BRBERE 2580 70
2. A% TPO JE X B~ I
EEED (KDY NATHE) *
3. M/ EEEE (RP%E 7213 TPF%)
DN %  (OULN)
4. IR E X 72 LD B AR
. IREITP AR ETE 5

gt

1-4 OEN 2T X THI-T 8

&, 7 ITP” L2t 5,

® 2 FE/IX3DOWNT UL -
SAWEEAE, 7 ITP &V &
%o 272U, M/ MRIEE R (GP)
FrEAHUI MEREUARRME & L <1
GP FFE AP/ MR FUAFE £ B Al
DN, 3 DT BRI )
57 1P L2WrL Thwn

(Fff & - 1H)



k1. BHRAIISE TRV, K
1M TROFT R 278D 2 56 135 flifh
BICTHIREBEZRINT HLER D D ¢
H i Bk %<3, 000 F7=1%=10, 000/ u L,
MCV=110, AFHER<30%FE721% VU o3
ER=50%, S BBk HH

*2. 1y FATZMEIZR&D VAT LK
#LELISA %~ b D354 300pg/ml, MBL
t:3F v b (TPO-CLEIA) DA
70pg/ml &3 5%,

%3, FEHE T IIBORRES, HERR
PRI, BRI AEGRE, MR
i EsERE, 2%t 7~ h—F
A, BifgE, B oNE, E RS
. REREVEMAE NEEFEEGRE, et
(/NI PESRBE R . IR RE T HESE
EARFFERMER ML, BulE, #EZ &
ToIMYLE, YvaAf R— R MENE
RENH DL, FMmAWIED RO D
S RS & L C, Bernard-Soulier
JEMERE, Wiskott—Aldrich JEMERE,
MYH9 EF9E . Kasabach-Merritt JEfE
. Upshaw-Schulman JEMEREZ E013H
Do

ZWIEAEDOAH AMEIZ DN T, &)
17 2002~2004 4E |7 1/ IR AT T 1TP
D3RI, RP% 33 KON TPO 2 FE 3 HIE
Shi-ZhEaxaim &R 112 flizou
THFE L7z, 2R, TITP) BL W
[ITP %8\ % ITP Th 5D & LA
D, WL 94. 3% (83/88)., Hrit
FEIX 75.0% (18/24) Tdh o7, HrHk
FE OAR S 3B BE R BOE R O 0 0
WS 12722 & s, /MR AE
Zos L. RP%E 721 IPF%Z I E L 7= ITP

-11 -

SEG 2 % TG LT & 2 A, TITP
& D UNMT ITP BU &) E S 4172 MDS i
B D2 < VXARRY LI I8\ T i/ MR
PISh D B 28D . B R A S S E &
HIESND, —T7, BHREN FNLE
CHIESNDIEFDIZE A ETT Low
risk MDS ToH5H Z LBHALNE RS
77
FEBIEFE L L AR ECTE
BEMAHELE SR & S Q2 A IEk
B MOV, AFHRER%. U NEK%, 120
THIFEMICKFE L7 RE), B
BT ITP OZW D EE L 72 5ER] D
95 AT DA E T > A TEE
THE, ENOLENANDMEIZ, BIMER
$=3,000 F7=i% >11,000/ u L,
MCV=102, #FHER=30%. Y > 78k
=55%L 720 . BUIROB RS &
WS DODOE TR HEE o7,
ESIZ RME ITP ORERREBATH
% SLE TOIf/IMRIEANZ I 2 A2
EEOHAMEICOWTIHME L (&
%), MIREBDOFRIME TR S HTz 26
(1TP24 f3i], M RZERM: i/ MRS iE
(AMT) 2 ) CI#E TPO & RP% T
RCERET % L. TP0<300 pg/ml />
D RP% B> TITP) 1% 9 5], TP0<300
pg/ml F721% RP% -V 30 LA 7=
720 TITP &V 1% 15 i, TPO<300
pg/ml, RP% ES-WF AL b iiic 20
MBI A L MR ) 132 il Tdo -
oo ARTERCHE L MEIRA | 2SR
72 2 BT DT S BT TPO 2 BARTUARRS
P, EBEEAZERDMZIZIY L Lz AMT T
ol



D. BR

ARFZEHETIT ITP I LT, DES
A, 2D IREOEREI L Z DK% (I
OB A ROIERE L OSE) . 3)
B2 BW B EDERL, R E et L
L TRt feld TE 7,

FEERFZEIC B LTI, L ORFZEREC
FEBRIT TR TEEREIATH OB =78
fREHREBE T — 2 _N—Z2TO ITP
KR ANZE DT — X Z T ITP O
BB BCOFE AT BRIRET A, 1RO
FREIRILZR & D TTP D FEAN EHEI
THT—HEANFTHIENTE, U
AIDT —& L DR AlRE L 72> 7,
PERI « AR BIFIEIR I K & 7228 kX
RV TRRICE LTI, AT rA R
T L k1 LR R T O O B IME A
MRRDH BT,

TR OERAGICBE L TIiE, ¥ v onm
— REEZ ENBIRRS AT A R 2019
FERR O R 1370372 0 IR #EA TE TV
HERDbS, —F., SykEHEKTH
% fosamatinib ([ZEBWTIIAFL TDOIR
BT b BAFREGEN S DI, T H I
fEFHRIRE L 72 572 &0 #i7-72 1TP i59k
HORFENFA EHEITL TS, I
BRI IEDNLE ST 34 1% DO
LD,

ZWHCB LTI, e TPO JREE &
(/MR D turnover % [R5 Sh3 ML
/IR EE SR (RP% E 72 1% TPF%) & fHA00A A
R e W B UE D VERR 21T\, TTP
& ORI UL LILRIE & 70 5 AR
BRI 2 B8R T & 5 2 L VR
o, MDS & ORI, KREimE T
BIZHIETH LT, K ED

high-risk MDS (X#ERIFIRETH D &5
2 BT, T OB L IRIER
REBERAE RO T LR E R D
72T <, bR A BB
AREL 720 | BRIR L OKRE Ao APER
HDHEBEZD, ETARBKIEEIL K
PEITP DERNICBWTHLAHATH 5]
REPED R ST, B A HESE S
WZOWTIEER DA N MLETH D,

E. f&im
ITPOFEFF L ONEHIRIUCEE T %
BT OB ZA LN H I ENTE
72 FTITPORF = 7252 Wi 2 v
HZEIZEY, LVBEORWZEIN
AREL B L EH LM LT,

G. BFFERER

1. FRCHER

1) Kubo M, Sakai K, Hayakawa M,
Kashiwagi H, Yagi H, Seki Y,
Hasegawa A, Tanaka H, Amano I,
Tomiyama Y, Matsumoto M.
Increased cleavage of von
Willebrand factor by ADAMTS13
may contribute strongly to
acquired von Willebrand
syndrome development in
patients with essential
thrombocythemia. J Thromb
Haemost. 2022 Jul;20(7) :1589—
1598.

2) Nishikawa Y, Nishida S, Kuroda
K, Kashiwagi H, Tomiyama Y,
Kuwana M. Development of an

Automated Chemiluminescent



3)

4)

5)

6)

7

8)

Enzyme Immunoassay for
Measuring Thrombopoietin in
Human Plasma. Diagnostics
(Basel). 2022 Jan 26;12(2) :313.
Akuta K, Fukushima K, Nakata K,
Hayashi S, Toda J, Shingai Y,
Tsutsumi K, Machida T, Hino A,
Kusakabe S, Doi Y, Fujita J,
Kato H, Maeda T, Yokota T,
Tomiyama Y, Hosen N, Kashiwagi
H. Autoimmune—mediated
thrombocytopenia after
allogeneic hematopoietic stem
cell transplantation:
significance of detecting
reticulated platelets and
glycoprotein—specific platelet
autoantibodies. Int J Hematol.
2022 Mar;115(3) :322-328.
TNERTE, FAARIER. fote (Fpd
PE) /MR E TR IR OB & B
FERWL. MIRPNER 84 (3) 1 417-423,
2022
FAARTERD. S MR E .
HoaEs: 461 189-194, 2022
FAARIERD. RIS R 45
BT PNER 1295 645-648, 2022

FAARTERD.  RRFEME I/ MR P 28
BES. In [BEFHIE O 726 O MMk
FOERRETE. sk, iRk
ZHE. p.302-304, [EFERE 2022
H£3 A

FIARTEFD. COVID-19 U 7 F o &
ITP. In lLand-Mark in

Thrombosis and Haemostasis] p.

-13 -

111-114, A7 4 /L B2 —%k
2022 4 6 H

9)  JMEETE, FRVEFD. /R o S
H. In TIEHEBOT T AR
FERSHMERESS 151 2E505 (1) p.
84-85, 202246 H

10) FAARIER. FEFsME i OB SR
BE. In [P ERCHT DR
2023-2025] IARTE], BREFHER, 1
H MR, p207-209 FEITH 2022
10 A

2. FRER

1) FREEFN. Bri- ek N 1TP 32l Ak
e A ARMAR RN 2355 17 [B] SSC
VRV T L (REHAESE. K
). 202342 A 18 H (H#)

2) FAARVERN. Briclep AN ITP M7
R L ZOMEE. 5 84 5] H AL
FREMES OREE 2K, @
[, 2022410 4 16 A (HH)

3) Nakata K, Akuta K, Koike M, Kato
H, Tomiyama Y, Kashiwagi H. Non-
activating B 3(R734C) mutation
develops macrothrombocytopenia
in human and mouse 5 84 [A] H AL
s ORAE -2k, &
[]). 2022410 H 15 H (HA7#H)

4) Kubo M, Sakai K, Hayakawa M,
Kashiwagi H, Yagi H, Seki Y,
Hasegawa A, Tanaka M, Amano I,
Tomiyama Y, Matsumoto M.
Increased cleavage by ADAMTS13
causes acquired von Willebrand

syndrome in essential



5)

6)

7)

thrombocytopenia. &5 84 [0 A AIflL
RraFihiEs RAE—2k. @&
). 20224£10 H 15 H (R #
—)
FAREERD. TTP DR E HGE D b E°
w7 AL 5 44 [8] H AR AR 1E i s
TS BANAESE. W),
202246 H 23 H (FvFart&s
+—)

AN OMRRIE, Rk CRALE
B FARIEFN. AR i oD Ak 1
N NEETH - 7~ Glanzmann I/ Mk
HEEO—F]. 5 44 [B] A Al fe 1k
M7k s (RRAESE, il
). 202246 H 24 H (A1)
IS, fEEEORRR, Rk,
R, PR, BEp, I,
ERE(SEE, EHAR, BEH RS, A0
FRTE, MRHEESR, BN, RE
B, FOARVEFN. [E) R e e R A
% 1TP OBWHITI T DMK /MK
e, B MR B CHUARRTE O B
Fo. O 44 18] H A IMAR 1k i P2 220

-14 -

8)

9)

2 (BAAESE, 1IH) 2022

F£6 H 25 B (A7)

o FH B, RS I RO 1 SR B
i (ITP) O - ARl BHEE 5347 D
HERE. 56 81 B H RARE AT K
23, 20224210 A 8 H (HY)

e B, A E, PR ERR
A ANE - EREREOLII L
% ITP ORERE A — e
/IR ER B (ITP) O - 4R
HRBIBEEE /AT OHERE —. 55 87 [BIH
AR E, 2022411 A 3 H
(HH)

. —RETEES

L

w N o~ m

A EERED B, - BRI
FrRrlus 7oL
FERB G e L

Zoftt 7L



ITP 2T A B LU EROWE

WHIEsr iR - MRS
WFoehs 0% - g e

)

KBRS AR I S8 b
KRR ZBEESZSROGER M - FEENE

ENIIRE S G

MEEE

HIED 1TP 2%

G, BRANE I A B L LT D, 2007 RITIR Y BFFEHED B TR TTP
PELER | BIRB S, & ZIITRWRERIEZ M0 5720 O Pt GPTIb/T11a HLAEL B
M, iR BEE GPLIb/111a Uik, MR ML/ REEEE . MAE b o o AR R = 5 R AN A
ANBRFAS, Z IS IEBIE b —RERR CORMEIZRECTH S, =0 —EEK COR
JEVMER ZATRE L U, M/ IRIBE D TERE R ZZ W D 72 28 B 2 W B HELE 12 D W T O
FHEAT, B2 WiE e 2 R LTz, TRIRICBET 2 I, TP IRRRIR DA I M i
E LT TITPIRROBIA A R 2019 UGTHU 13— ERR OB ER L. EICHR R 1TP
FEFIO = b E— VBGHCEIR LTS, BEMFIARIE & 15 070 5 (R T & 9 % BT
ITP {RIR BB DGR ITAT O, [TPIRED X L7 5B BHFF SN TEY | FEROIRE
WA RT > 77— MIAT e gt 217572,

A. BFFEER

ITP Tix, fivMEEEBIZH T 5 H
PURIZ & 2 i/ ISR 38 TTHE 73 1/ AR ek
YOELDHRKE ZTWD, 1TP LISt
(2 I/ % & -3 AR IRREIE S
BH v, EMR2kaiTo 2 LITIFERIC
BEETHD,
BED—EEERICBV T ITP Wik
IZI%, BRAN2 I & EEAR & 3% 1990 438
F DI W FERFICAEH S 5 2 b AL vE
& ITP 2R M 2 B 6D 72 2007 383
O TEN ITP ZWiEEHE (52)) O Zo»
FHAREL 72> T D, LvL., 2%
DD ETHEE SNDBREN KD
Mia% CIE NS R 72 & 2019 4212 2 bF
ZeHE L 0 FEF Uiz [1TP IBEOB A A

-15 -

R 2019 SETAR 239 1R IC B9 5
AL HE U, ITP 2N T & 723
NREFEDE SN TEY | AL —REER
DY THEHRER W EERLETH 5,
F72 TITP IRIEOSZIATA K 2019 &k
AThR) FsFEE L. Bl 2 EABEFICL S
ITP {EEIEDOBRF DIEFRIATONTEH Y |
PR OIERIEHSCE I AT 72 1TP J59%
OGN G LETH D,
B. WFFEAIE

ITP W IEDERIZ AT T, W~
2—F vy — FaAEkT D & &b, b
B E BN 33U CHIE S 7= BEFF
DI AT TPO i BE . MEHR i/ A b SR 7E
REHW, 7o —F v — ~Of AEFHE
T,




ITP VEHRIRIZBI L CId, HrBliaHRIED
BRI B3 D BT DM DOINEE, —
BT ADOIUE A FEf LTz,

C. WFEEHER
ITP W B ¥ESUE I 1] i) 7o R

2007 4EFEF D ITP ST ELHERICE %
LD HL GPITb/T11a FUAFEAE B Mifa 1Y
N, i/ ESE GPTIb/I11a Hfk ¥,
M/ LR ORI, A h e AR
FURRERIE L, 2R R A H
THDHHLOD, I HREIIBAEE T—
st COREDRNEREETHDH, L
L. MEE e o ARRTF o EEREIC
DWTIHRIEF » b OBFEAHES, T
[k DBIE—BAL BN EH L >oH v | 4
AR L3R RAR I —H50 00 3 Bl ifn 2R
HEEE CTORENAIREL 2> T D,
Z 2T MRIAWERIR O35 CEH FHE & 7o
DoOHDHIMSE o RARETF L PREE
FER /N b S 2 SR B2 M o ol & 9
Lighr 7 a—F v — M E{ER LT,
(X1)

D7 r—F ¥ — ~OFHMEE I/
IR AMEGNZ 3T 2BEFOWRET — ¥
Z TR, a2 iTo70, Z O
TIRTE R B TE MR e & 7 1
—F X — N T ORI DK HE R
S 30 LY /AvR AN SR = ]
R ZHELE T 270 EEE AT o 7o, TERK
U 7 BUE 2 W v 1T 2022 4F H A ML 5
DEWERITBWTRET DI E LB,
H A MR eE THER MR ) ~Dm S
FRE T 7,

ITP {ERDSRAY A R EIZm it 7=k
g__“l.

-16 -

BIEDTITP GO ST A R 2019 i1
TR TR < BRIR OB Z T AN BT
WD, T 7 —ARNTA ARRIZBIT D
AT a4 RO -, Eh o K
T A AR OIERNEIR, — KT 1 >
HBIRELOREN TV AEF O T
VARNRI EEPNERINTNS, &5
(CHTHL TTP IR OB & 2 HGES T
THY., T v 7T — MBS Tk 7
HEEALETH D,

Fostamatinib

Syk FREIZX W ~2 77— Fey
SRR 7 v, B Y L RERBCR )
NEMEIL, v 7 v 77— X B i)
WERE B UL RERICE DA OHRE
AN SN D, 2018 4E KV KETIE
ITPIERIE L LTI TSN TED,
AT H RS (FIT-1, FIT-2) TR
ENTARMPEIC XD 2023 4 ATHE
AT o D, B IGE O FEERIRIZIS 1T
2 MR 72 IR IZ 1 0 | FRR DOTEHE
HA Rk EIZIIT 5 Fostamatinib DL
EDTIZOWTORFRNETH D,
Sutimlimab

A AR Cls PHEEA Sutimulimab
(2019 7 A U MEFRICBIT D8
1 FHERERAS R T K 0 1S /i
B O TRk B D LD HELIRE
HTh D, A TILT TICEBEERIE
Wk U TRERDM A E > TV D23, ITPIZ
B3 % R ARBR OB T AL LT
WU, BERD TTPIRREIZIS 1T 5B 872
B E 2 VISR TH Y | FEmEE
EFRIE 3T D EERIRIC I 1T 5 HEE
DEEERREEGEOEROEHENE



BELEZTND,

Rilzabrutinib

BTK PHZEH Rilzabrutinib iX, B U
B, w7 a7 7 — U ~OEH TTHUIL N
W H CHUAPELE Fe T RIRKFIEAE R %
9% ITP BRI TH 5, 2021 F[EH
BRI A 1 M1 222 T % 1/11 FHaRBR O
5 DA, ke |2 BRI RRBR O HER D3 s
Xk TWwWd (New Engl J Med
2022;386:1421-), 2022 4£7 A U 71 ik
e TIX . EEwm M ITP GE f I
Rilzabrutinib 2 L7356 OhET
HNZ DWW T S dv, ITP FEAE & D HIfH]
TPO-RA & V&~ TIRIERE DA )N
PR LHET D Z ENME SN TS,
FCIT O MR EIZ T BTK B
FNZIR<FER SN TR, ITP G L
L COERABHFFCTE 5,
FcRn FHEZK

FeRn OPFAEIZ LV ITP FIEDJRA &
AP M RO 7 VT T R
DTCHE, I/ RIS RN R S b
FeRn FHEEA efgartigimod 1%, EEJE M
JPEIZKR DiaHIE L LT TITARR
T ATRE & 72 > T D, HEAYE ITP JE
BNZI T DR FIE 2022 4E T A U H ik
TS LU —ky g TH 3 M
ADVANCE 1V SRBROFERNHE S, H
Bk & & BITEWE RN R ST
D

D. BE

ITP Z FEMRAIZ 23 2 A R AR AT
IR L L TR > TEHT,2007 £
KO ITP ZWIEERIZET N TND,
1 GPI1b/I11a HUAFEAE B AlAd O IN,

-17 -

i/ RS GPITb/I11a HiikD BN,
/R LR OHEN, AE b e o ARR=T
VIREERIE D ITP 2l fr Bk T
FHTHD, LnL, ZNOMRAEIZBLE
F T ihiak TOWREHEEZ F £ T,
FERR O FRIR O Bl T B o R
£V ITP OZER T TV D, ET
(3 H B I EREHRIER OHEAR T KD P I
IR ORE DS FIREIZ /2D DO H D |
F oM o R AR T R E TR
DRI HEALTNDLZ L, 2 b
DDA % &I B 72 /R
WEDOBM 7 8 —F v — N EER LTz,
T BRIV N EEAR & 725 T D RIS
ZAbIx 72 <. ITP FR AR W & mlhE & &
DRRAEVENME L Eb, ZO/IZON
UGN AR, BRJE 2 ki AT - T
<HEPHERELEEDbNS,

ITP JRIE TlE. 2019 ED BB H A Nk
N LD EFER~ORE R EEBA TX
TWDW, B Y RT A AREKPUEE
FI~OFIG ET BT U ADERENK
DHIVTW D, FBEFRE & 1T EAR
Fran 4 < B e 2 W BRI 3K & 15 %
Td 5, 2023 F121% Syk [H FH Al
Fostamatinib OfEH & AKFLTHEE & 72
V. TSRO TP B2 K& < s
T 52 LIRS D EEA O Y] 22 8
FIZD 72 N DRE 2 Mk L T & 720,

ITPVEHE T, RIBREAT v A RO
FEHPFLTHLN, 77 —ARNT A~
REICBIT D AT A REEE, &5
M. 7Y AV KREFIEICBET 5 1%
WREETITHEVEENHFE LA TN
W, YLD ITP IR T A KT A & Bip
DR ®H Y M 7 RFERE & LTk



WEAT> TN FETH S,

E. f&im

2007 FOREND B UTEDHEA TUN 2
Dol ITP Wi BB IZ O\ T, IR < —fik
TIEHFIRE & 72 2 ROA B O &EEZ F

D& LIl i Wi 2 Rkl LT,
ITP D IEMEZRZWII. TEF e BR A e <
ITP HTRIRIFRIK & & & b ITIE R Rl
WZHORNLREREMELVGDH
DTH D,

1. ITPZH7a—Fv¥—F

AT
SLE

/MR E
Aty 2
B 3R 24 T 35

HinfAR A L

N

|momw§ﬂ»mﬁxmmAy%aE

tm A ¢

EEELRL

ol
& .

(R,

{3
-
3

m+ﬁ&4:;;\\\

8Mmim
MDS#i &

— |

TPO<300 pg/ml
3 M/ RELE > ULN

|

ITP

BRI M

MRS LA D
$ RELL

MmiFTPORE
hE M/ iR
(RP% or IPF%)

\\\\\\\‘

TPO =300 pg/ml
$hE Mm/MRIEE = ULN

l

{72 a4 i /) iR B
(BEFRIEEML L)

TPO<300 pg/ml
shE M/ EFESULN
onwFnsrLrdtzaisn

|
ITPEEL

!

* GPHR R M/ MR
- GPR RS M/ MRINEE LB

. B8

B8 AR

M oITP L E

-18 -



G. WrIERE

1. CHER

11) Kubo M, Sakai K, Hayakawa M,
Kashiwagi H, Yagi H, Seki Y,
Hasegawa A, Tanaka H, Amano I,
Tomiyama Y, Matsumoto M.
Increased cleavage of von
Willebrand factor by ADAMTS13
may contribute strongly to
acquired von Willebrand
syndrome development in
patients with essential
thrombocythemia. J Thromb
Haemost. 2022 Jul;20(7) :1589—
1598.

Nishikawa Y, Nishida S, Kuroda
K, Kashiwagi H, Tomiyama Y,

12)

Kuwana M. Development of an
Automated Chemiluminescent
Enzyme Immunoassay for
Measuring Thrombopoietin in
Human Plasma. Diagnostics
(Basel). 2022 Jan 26;12(2) :313.
Akuta K, Fukushima K, Nakata K,
Hayashi S, Toda J, Shingai Y,
Tsutsumi K, Machida T, Hino A,
Kusakabe S, Doi Y, Fujita J,
Kato H, Maeda T, Yokota T,

Tomiyama Y, Hosen N, Kashiwagi

13)

H. Autoimmune—mediated
thrombocytopenia after
allogeneic hematopoietic stem
cell transplantation:
significance of detecting
reticulated platelets and
glycoprotein—specific platelet

-19 -

Int J Hematol.
2022 Mar;115(3) :322-328.
Tanaka K, Koseki M, Kato H,
Miyashita K, Okada T, Kanno K,

autoantibodies.

14)

Saga A, Chang J, Omatsu T, Inui
H, Ohama T, Nishida M,
Yamashita S, Sakata Y. Anti-
GPIHBP1 Antibody-Positive
Autoimmune Hyperchylomicronemia
and Immune Thrombocytopenia. J
Atheroscler Thromb. 2023

30(1) :100-104.

TNEETE, FAARIER. foEtE (Fp%
PE) i s E TR g OB ] & B
DL MIEPNF} 84 5 417-423,
2022

FAARTERD. SeE M MRS E .
RAES: 460 189-194, 2022
FAARVERD. R8N L/ MR AP 45
BT PNER 1295 645-648, 2022

15)

16)

17)

2. FEREK
10) FIARIEFD. 7= 72pk A 1TP 2
Wik e, | AUMAR kM52 17 6]
SSC v Ry A (fREHASE.
WA, 202342 H 18 A (A{#)
FAAREEFD. -7k A 1TP 32
WrALHEZE & 2 OGE. 5 84 M A A
MR FEFES Rl —2E.
fEE. 2022 4E 10 H 16 H (A7)
Nakata K, Akuta K, Koike M,

11)

12)
Kato H, Tomiyama Y, Kashiwagi H.
Non—activating B3 (R734C)
mutation develops

macrothrombocytopenia in human
and mouse 5 84 [A] H ARIMiK 7=



LS GRAIE—E2E. ®\i). IEMEFEENKEETH - 7~ Glanzmann

20224210 A 15 A (A7) i/ NREE T ED—F. 55 44 [B] H A
Ak e P ifrdE 2 (RNATES
13) Kubo M, Sakai K, Hayakawa £, flE)., 202246 H24 B (O
M, Kashiwagi H, Yagi H, Seki Y, 1)
Hasegawa A, Tanaka M, Amano I, 16) IRHBCE, & EEERRR, P H
Tomiyama Y, Matsumoto M. fE—. RiE, B—1. BHERL, &
Increased cleavage by ADAMTS13 HVE, HEEEEE, FHEAEH, A
causes acquired von Willebrand AS, nErE, REHESE, FILEM,
syndrome in essential PRANE S, FARIERD. H%ﬁLJfﬂﬁ%‘fﬂi
thrombocytopenia. #5 84 [A] H AL faB itz 1TP O2Wncis i 2 #aik
HraiiiEs ORAlE—2Rk. & i/ EE R, HJI&/J\*&QE%W(EUE
). 2022410 H 156 H (RAH DEFR. 44 [ H AR MAR I M52
—) T (RBANAESE, (IH)
14) FAARWEFN. ITP ORI L ol o 2022426 A 25 A (A1)
NE > 7 AL 5 44 [8] B AR AR IE 1L 3. —RMITHEHES
DTMES ENARESERE. 7L
H), 202246 H23 H (FvFav
IS —)

15) /N ONERE, Rk
PRAUE S, FAARTER. RO

-20 -



ITPRZWIZ 1T B B R EHEIR R ORE
~F 7= 7R ITPRE W B YEMERR IZ AT T~

WHZE50 4R - AP i EREREAR R E A o 2 —
WHE I8 - =V el BEERBRFEE LR RAES
VEpkZRE  BEMEFREAR IR A A P R A

Hixz

MEEE

ITP ZWHIBAE T HBRANZMN EARTH O | /MR 2 & 72 & 3 BRSO3 A O B
HEBRNTHENEETHL, BMAETIIEMERNHEIITONTEY . £2, 2K
HEEIZBNTH —EOFRN T TIXEHBRENS RO LN TS, L L2ARN S EREiZH % H
DRI o0 TiE, BUR, BZRIORILITZZ LW E SO I 5258\, FEEEFIEILT
1T, HREERIZ 3T 2 OB R A 2 % T RAITHAT U, AR IS ITP 235z b
DOEHEFERNC X > TRWN AT SAVEGI T, i, 9 Ekivd . A, MoV &ifi7e
EREBEICEO N 2 EaWE Lic, £ 2 CAHEEIL, WHEBEE LT ITP 2D
SOE SN THD AT B EHRARILC S S W T B B AR RIHESE S A e Lo, BARAY
WITBATOZKIEECHMM AL RO L L LU TRl TV 5 HilERE, MOV, 4fH
ER%. U 2 RER%, 12DV TR FRIITRGE LTz, SEEHEROMATIC LV | B REZE & et
HZNHOEDH v A TEEFRG LTz E 2 A, BHREZHEET 2550, BT
Wi B HEIZ 31T D 4ok & BT Wb DD B DFER Lo, S BITHSRMECTHEEEZH]
BEMELIZGAEDOAY v b T AU » MTOWTHE LT,

A. BHFFEEER B. WFFE 5L

ITP OZWr B B 2RI A 2SI T
ALTWDN, ITP CIERFEDFT LA R & 72
W ENEL ZOERH IR RO
NThd, BAPETIIIREEHICBIT 52
Wi T —EDOFM T COEBIREN KD
HILTWD A, TP ZWZ BT 5 E R
DENEZ DV TRFAIRALZ S W2 b
DT 7| BATITEHREZ BT 5
ZEbEW, AEEITMSEEE LT ITP 2
Wr L HE DS E AN CHLY fHEeH, HEEFE
FARBLZ Fe ST Bl 2R IHELE o & st
L7z,

2012 421 A ~2020 42 9 A IZBERAKRT
JRPEIZ BV TR D BT O R TOR
B 2 % RIS IRET LTz, B R AL ik
FEREIC, BRARRZI & LC ITP i s
WD IERS KON MR A D 7= TTP D
AIREME B DAER], ARt 266 SEBIIZOWTT
— X EEAF LT,

(fw B~ D EE)

B ERBRFE S mHEEEZ B R OK
P FFTHIAT LTz, TR MR MR M 4R
BEi (ITP) 2Wrcis ) 2 BHma o EE
(BT 2% ST ) BE SRR B

=21 -



ZFES7K 20200199

C. BFFEAER

B A ORI ITP BV E RO s &N
7o b ? 162 fF, /MR OFEHE B D b
DO ITP AFL#k AL TV 72 H D 114 4,
HRb 266 ARGl Uiz, BRMRAEICLD
ZWIAS TTP LIAMZ AT S 7Bl 1% 266
W 384 (14.3%) Thoto, BHHiMRAR
(2 ITP OZWr D e E L 7= SERF D 95% 3 73 Af
TOMREME S Y bATEETDE. Th
HAEAMUAMEIL, HMEREL=3,000 £7=iX
>11,000/ L, MCV=102, 4FHER=30%. VY
VNER=B5% & 72 0 | BUR OB B A HESEE
EITWSDDE TR DL o7, ZH
LAREKEDHIH [1 oL RICYST 258
(IR EMZR 2RSS D) L LeSE. B
BERRAE Ehm D FE 1TP BWH X~ D0 1,
JRFE 36. 8%, FEELEL 84. 1%, FHMEAYHER
31. 1%, FEMERYHIER 87. 2% & 72 o 72,

D. £

ARIREHFE RIS BB 2 HELET 5
Briz7e i, BT T D50
EETERD LD L2070, B LVVE R

EHEFILAE I CHIAULE ITP A O 8 BILL BT
BRMRAENSAE CE 5 —0, BHiRELS
s U 7235A 1% 10%LL Lo ITP LISt o>
P A R AREER H Y . X DR DT
PDVETH S,

E. #&#

AR OFRERZBE 2. PRI D5
TR ESC, A7 U v 7 OFEEHORGT,
Z LT~ —h—Z TR E b
Ezxohd,

G. WFZERE

1. FXHRER

7L

2. FoRRK

7L

3. —kmITEEHES
7L

H  ZRREERE D B - BRERIT

IS0 CE

2. FENFEBE 2L

3. Zofth s 7L

-22-



eHMTY 7= b =7 TR D ERARENEM/ MRIBAEZET EER ORE

WA AL BARERRKZET LLX—BIEIRNR 2d%

MEEE

AWFFEEETILAFEE « IWHMEDO S W ERIRR AL T Sz e U ARAR=F o (TPO) B &
ORI L3R (RPY%) % 5 de Sh 45 i I L 38 2 FH N T 87 7 7 Bl A Sag M if /S iE (TTP)
DLW EHER AR UTe, ARIEMERITHE E R O R M i MM SR BER O 72161 B B9 AE
ENTD, REMET Y 7~ h—F A (SLE) &7 kM ITP OFREFHMIC $ 4% 32D Al HE
PR 5, % 2T, M/ & - 72 SLE 18t 41 JEFIDOERIR - T — % 2 W T, friz
W FEHE O i MR E D IR REER AN 35 1T DA ATE 2 fat L7z, Wi EEER o T/ Masid %
XL 2K MEBEZEETE D) UAOHEBAZY IO D &, EELZ S TH LIcFliLb
T4 (10% Tholz, i Ligho7zHHA L LT, T&AMEZiRoev 28 63%, [HIMmER
BULIEF TH D) 23 3%, Sl MR 51 23 61% L BHEN® N -7, —FH., 2
Wr7 v —F v — hZHWT, ERELZBMEIIZERA L TS 7 —IT/E 5 & 24§25 ITP £ 7=
X ITP BeWCmfa s, BRRW L se e —8 L7z, LEX Y, W7 e —F ¥ — ME SLE
BT ZIRIE TP 2B W T bR BHE AN SO ATREME S R STz,

A BFSEERS NTARO BICRIRZ R CRIE TE 2 720
HEFEME L D MESR B O R 871 — R L LTV, £ 2T, WEE
7235 1990 4E I ST AETFFEBEI ;owmén FEVC ZAUS AT F O CTEE - LU
COWERER VO N TS, ZOREYET D ORI AR BASE S L7 TPO F5
e, HIER & U MRAES B 0 BB RO RPRE ST MR R A O 78

A CTHEZER DA -CMRATI SR 72 T IR NS VR MRS E - (ITP) DRI
< MR Z & T2 L 5 DB OERS RUER AR LT, B LW R 0%

?’/\Uﬂ‘EM& 2%, AWFFRBETITERL 16 42 KiZdHT=-> T, IR ITP OREHPRAT
(e T < P70 2 M L, FR i boeEFMETY) 7~ =7 X (SLE) TOF¥
/J\*)iﬁi/)@%ﬁbﬂzf TRREE, FREE ORI MBALETH D, 2T, /MR 21

/IR BEEET GPIIb/111a ik, $1 7= SLE DGR « T — X ZHWT, #
GPIIb/I11a HULIRPEE B AR, SR/ i b T2 L HE O I/ NOEIE O Jp REEE BN F5 1

2= (RP%), hrYARARZF > (TP0) ZMA  DHEMAMEZKRE LI,

B W CRERME M/ D P SR B & 2 1

T OBWHEER AR LTz, AREYETIHR B. BARFGIE

BEME DR M i A oD Z CRH I RS R 35 1) %5

DAL, JREL 93%, FRELEE T5% & BATRAE R A AMWFFEHET 2009 LD D 2012 FEEIT

AL, HEICE ENOMAIIEELS i U 7= IR D 7= D IZIEE LT R AET — 2 %
-23 -




Wiz, ZOF7—%I1212 200845 A0 b

2011 4 4 HICBERBR Tt e <2 Lz
/By (10 5/ul BAF) %f£FE 9 SLE &
FEfE 41 B ORFIRTE MOSE S LT,
2175 2019 AR RE S 4172 ACR/EULAR 434
FEHEATT- L,

2) FHmIE H

F =B NR—= 2 IR— AT U TNE SR
T2 LA F OWE R E £ TV (B MR
BAERA . R ARE (5, B85 . &
fb¥ms (HgErIrey, 72U F o,
NT NTae ), EEEERA
(APTT. PT. D-dimer. FDP). $H1V v IEE#HL
K (IgGHANLTF U UL, L—TF 2
BEE A7) . BUGPIIb/11Ta HUIAFEA B Mz
(ELISPOT #£), RP% (7o —H A KA KV
—). IMHETPO J2E (R&D v AT A%
F) . $UTPO 2B RHUIAR, ADAMTS13 T4,
ADAMTS13 A4 > b B X —,

3) REEIRZ K

Y ED 6 4 ARICERIRR 2B E 2 T
% AWM IHIREZW 21T > 72,

(f B mE X 2 BLR)

AR TIEE MRIEZERT 52 &0 0
FHNMBELZESTERBEATH DL (BER
R, ABROBIKERIZ Y 2> TEA T
N7 U NEITo T,

C. BrFfER
/D &£ 5 SLE & 41 il D~_— R
T A TOERRT 48. 0+ 14. 1 5% T, 32 41
(78%) NLMETHH-T=, 6 » HZLDORKRZ
Wrid, Ry RIRAE 2 Bl BBERERK
JEWGERE (MDS) 1 f51l, A eI 2 bt 2 i
(TMA) 2 3, FRAEME M A NEEELE (DIC) 3
Bl 1TP24 i, HEEAZERME /M
(AMT) 2 fi], MEREAAEMRE 2 1], FEAE

M/ EE b Bl (g7 T X /7
v, TYFFFV o STER., 7077
T =), TARTa AT ) —)L) Tho
776

ITP W EEER DA IR 2 7= 3 H1A %30
N5 &, Ti/Wagb 2385 (10 75/ u L
LIF) ] 1% 41/41 (100%), #2388 720
(& 2 WITER R Z PR M AT &
%) 1 1% 15/41 (37%) . A EKBUIIER T
bb (7272 LD A mERERZ R4 2 &
WD) 1% 25/41 (61%) ., R M BHREE
KT 3BT XTI DL M RERERE 278
DN X 41/41 (100%) . [ TPO 2 fs
TR BRICE EF D (<300pg/ml) ) I
33/41 (80%). IHhFE M /IMREEZE (RP%E 7213
IPF%) 23EIN3 251 1L 16/41 (39%) Toh -
77 THU/IREAD %2 & 72 L 9 D E R EE &
ETED] ZBRUW- ITP 2Wr R ER &4l 72
L7=BIEE DT 4/41 (10%) Tholz

23, EBIOEKRZENL TP Th o7z,
ITP ZWr I I TZ2 W7 v —F ¥ — E 25

FNTEY, BEICEBT HMEEOHER,
R D7 a =R ST\ D, SlElktg L
L7z 41 B> 5 B 15 FlEAAPE /N sk
JE. MDS, TMA, DIC. IMEREAIEMRE/: L
T, 7a—F v — N TS SN
%o, &I T, MEEDOERINLIZFR S LT 26
B (1TP24 {5, AMT2 f51) ~CIm4E TPO & RP%
TORRTREIMET % &, TP0<300 pg/ml
73 RP% b 5-00 TITPJ 1% 9 fil, TPO<300
pg/ml £721X RP% EFH-OWFH Lasifi7- &7
VN TITP %EVN ) 1 15 5], TPO<300 pg/ml,
RP%_EF- W9 b7 S 2y M AR/
Mg ) X264 chotz, TITP BV & &
A7z 15 i 13 41 C ELISPOT 12 K 56t
GPITh/I1Ta PULAFEA B MR Y L& LT
Too —J07. MEIERME M/ MR ) 123 E S

-24 -



Tz 2 I AL B L TPO SRR
P, B REEAZERDNZIZIEE Lz AMT Th -
Too PAEX D o /I & & T2 3R R
D3RO S AT BN FRAVIE, TTP & AMT D
BINAIREZR & E VR E T,

D. BE

SLE F3E ClE 40%LL L1223 788 Cifi /)
WD 2o ZEnmbn b, ITP O
FEMENIN, FALLISMT AMT, TMA, MLERE A
FEETE, SufE A NI L 2 FEIRE S i/ R
g Y CNEEPUAREGRE, DIC, PIARAETT
HEIE 72 81T K 2 /MRS E R DD, F
72 SLE FB3E TIEARIE H 2 5o 2 i K0 ST &
F7x LI K DHHME, A M AT T AR
@%ﬁ&gwﬁmﬁafkmmWHé%%
D)o EDT, BRI D M/ MRIBAE D
%%ﬁ%b@fi%f%éo

ITP OPZWrHEUELR THLY A Te xS d 8 E i
I93 O REREVE I/ R PSR BESR . & D UM TR
FEMEITP 2488 L TR0 . kM 1TP 13 FRIb
Shn, FEERICBREEERICE i/ Mg
ELDDEFERBEBETEDLH E0D
HENEGENSLEBE ThHIVUIRII SN D,

LB O TIX, %1528 SLE Th - T b ifin it
TPO & RPUDHIEIZ LV 1TP, AMT DRI A3 7T
B2 Z EMH BT STz, RN ITP 225
YWERIIFREHEIR O TP 02 M BB S
ALTWD DS, SLE &5 b7z IR ITP DI HE
P S SLOFREVEDR B D

E. #&
SLE \ZAE 5 i/ IME s E D8RI
T7a—F ¥ — MR AEHTH -,

¥

l

ITP Z 14

G. WFERE
IR
iz L

FEFR
PP

AR EEAE D R - BRERIRIL
FraflUs - 72 L
FERFEBE 2L

Toft 7L

C.'Jl\:)»—A’..:l::

-25 -



AR A -

WFFEs A - BEER  EEREREARF AR E e v 2 —
i EPRER AR RRR E A o 7 —

i H

ERBEREBOEIHICL S ITP OFEREEFAE

Hix
Hix

WHIET A0 - Pl B ROR i v 2 —

MAEEE

DT HaHT L7,

2018 -~2019 FDORFFEMEM/ IR MESRBER  (ITP) DREIRFHAE A2 L OB
BREOBFT— X 2L CRLdEFREL T L7, NNRIZZWEREDEEIX
BRRAEMAEZEB L OEREAZEOE 7T — X 2FA LIS ATH L L E X
BN, HL, b~ KMERAOOICIE, BRFAEFANELEERERED T +—
<~y FOHE—NMETHDL EEZ BN,

S DATHTH - HOBTRIS TR PR D FERIR DU

A. HFEER

RFFE M I BB P SR B (LLR ., 1TP)
1%, BTGB O R E R IR
DEFRZAEHBEBIIEE SN TE T,
2015 4F 1 Hrbld, #ERIERITIC L D
R R & L Col &t & A B ROt
R Lo TN D, R R BRIt
X, BEOEREOH ARy E AR T
ML, ZFERET L LT, <D
SR 2 15 TR KR SO TR PR VA B 2
REDORENIEHEL LD LT D
DTh %, FrE R EIREMIEFEEIC BN
THEARTREM A ZE X2 COERZHH
TR SN, Zhickn B (BER%
Fad) OEARWBRRERE[TLZENT
&5, BRREFEANZONEIT, BAETT
878 O #Ep AR FR EE FAEFEICB W
T, #EFIRIC &> T WISH (JEAEJ5 @
ITEIEHRRA AT L) IZEASTWY
2 R E R BT O AT HMTETF A
NENT, AT A TRAEFBE~T

-26 -

— 2 3@ < AT 72 > TN B, 2003 4
FELISR, ARHICE T AIESND L DI
720 ZOFRANFEEE 720 | ERRFA
EANZET — X OFMMERPED 5T
Xz, Foxld, ITP OFFE (MR
A, BRAEAR | BRAT AT L TRk R &)
BN L C& 0,

2015 4 1 H OEERIERAT O B2
R, BT e fe EER s T — &
AR 2 REFL L C L2019 AR LN D BT
Tele T — 2 _X—ZADFHNAHEL 725
7

—J7 . ITP IZIREEALEIC K 2/ h R E
PERFERRICBEE SN TS, - T,
FE A ED 20 AT O B LR E HER
B ENTE LT, oM a oty
5D ETOMEE 2o Tz, /N
TEPRIR O EFEE B O G CIXERE
REZEHNTLHIZEERSTEL, Zh
LEFANEINTEY, T—% OF AN
AIEETH D,



Z ZCARBIGETTIL, FREHEER 3 KOV
IRBMERFERFOBRET —F X— R %
FWT, ITP ORBFH (HaEHO . Bkl
AR DA < FEAEAERR, FEIR DD DO
[H1, HMmAER . BEIRPT R, EAEEE /370,
TRIE D FEREIRILD 53T 2TV BT D
FHRERALDICT D E BT, T—H
—Z2D0HFHAMEERFT L2 EEEME
T 5,

RE. A THE LN R, EAE
THEE MERR - AE L TV DRSS L1
HBHiebtb0Thb,

B. WFFEGIE

Gk LT, 2018 4E 1 A ~2019 4F 12
A O 1TP ORGKRFAAE NZEAZFIH LTz,
B PR A AT N EEZ >N T T 2017 £ DR
226 OCR BRICEHE SN TEY 7 —
Z OIEREMEMRE B LT D 2 & AW
Iha,

F AR, R CHIE O/ NSRS
EBRIRD 1P OEFEERELFIME LT,
B R G A N BE & R L E O
BEEDEDZEICED ., BT ITP D4
BB AT 72 E N BRI THE LN
HZ N END,

e, BRI A ILT L H T
TMETANEINTNDIDOTIERL, %
DT —H NIIREWMERBST D L PULE
ThbD, TDIDOREE LT, ZHE
D 7 BT BRE T DT
WA DI B8, ASRIT, [ET
AT S 07 g R TR A A N ZE A AR
TR E BN K D kadt & LTRD

2o FHFDOT—HX NTTREMR LT LT,

ST A S L 7, BTHSRG A O B RO

=27 -

el - FIEF R DO MR LTz, 72,
HHR - EHBNSIBE D FERAR L SW T
ST L=,
(i B~ D ECE)
5w B 7 — & OV g
FeE R EE T — % ORI 5
HA RTA SN TT =X DE=
FHRfE G 21T o, Rtk SN 7T —F (1
%, K4 - BT EEADFE SN DHTE
HWITE EN TR, AFFEIE, EERE
AL R AR X R B A LT B D
AR THEMT 5 (2021 4 10 A 12
H. 21-10-27),

C. WFoemR
1. =% DAITRN
2018 £E~2019 40> TTP O fifi b i A1
NEED AN, ANF15R (202244 H 6
HETE) 2852 LT, B0 O <8l
FLEILTZ 2015 FE~2017 LE D% F: & Lk
T HETHR IR LTz, 2018 4F, 2019 4
DANTMEE (ANTIFH) 1ZZE 4 14, 928
7 (89.3%). 13,527 f (81.8%) ThH
-7,
2. BRI OE « FIEF-En O o Ah
2018 H-~2019 4D ITP O HHHFE A
FOMIKHEMANZEL L OERE RE
DT —Z &R LT, BN FHnEk &
OSIEAR M O 04 2 et L7c, B 11228
PEDF R HLEE E, B 2 IZ LMD 4E
WL RS 2 X 31 B OIS IE A
BT ERE L X 4 (2 et D FEIEAE B
B ERE R LT,
3. Bl EEEBE OIREO IR
2018 4E~2019 4ED ITP D Hr# H 35
FHOBIKHEMANZED T — & 2 L



T, RO ERRIL (FEHCRIN) 2585
L7z, BEOMFZE O CHER L7z 2015 48
~2017 FFEOFER L LT 5 TR 2 1
RLTc, BT, FEHGEEETH- T
HIRIED DRI L TV DHEE S
DI TN G REEFICHIE LT
BEOHTOEBR LI LT,
4. FHTHGEBRE OIRHED FERaR i
2018 435 LTV 2019 4R ITP o F 5 H
AR OBKAREBMAEZD T — & & i
M LT, IRREOFIRN (BRI %
A LTc, Z DR, BIEN D DFEE A G

BT RIEND DER T L ICEF L,

F 31T 2018 FEDEFHER, F 412 2019
FEOEFHER A~ LT,

D. B

1. F—=ZDARN

2018 4E~2019 =D A ) FHI1L 2017 H-LA
AL D RELEEL T, 2T,
FERVERATIZPEVY 2017 4F 4 HIITENEE
DEXLEFIB L OCR ASJDE AR L
REBREENRINIZZ ENBERLT
WhHEZZBND, —. BERIERITIZ
PEWEIRBE B OGN, THEAEE 5
O IZHRS L TRRORREN —ERRE L
EOBALE IR LD ERZRE
AEFTREE BUE 2016 AELIRTIC HEfE L TR
WA LTS,

7ok, /NIRIBMEREE R IOV T,
HIE 2K TOREHOHREILTH D H D
O, R T L OBEEBOBREITHM L2
R CTROMMB o172, NIRRT
RHITH D,

2. BRI OF - FEIEF D o3 AT
Filinds L OFIEF - & © 12, FEDS 80

-28 -

A bA e — 7 &9 D —IEVE ZPEDS 30
BB I8 W EE Y —r &35
WEPEZ- 7R UL 2017 FRLLRT & K& 7258V
2moiz,

5T, ITPIZEBWTIE, /N B ERS
TEPRIR O BFEEIT TR Elcb7za | R
FHAERA~DA 7 FHINE o T,
ZOEBEE LT, T EHEIOMNLOE
BB RN DN ERNEZ LN
%o /NRO TTP X2 % #8 TR
T HIEFINZ N Enb . L IRERE
B D HEEICE S22 W ATREMERS 5, .
L., EREE REDO AT AT A A
AR TRWATREE D Z 2 B LD,
3. HHHGEBRE OIRRO FERN
TBIE O FERRRINZ OV TR, BEAERRS
P AL AR kA 1 SR BE SR TR 8 D S BT A
K 2019 kiThit WE SR LN H B
T 5, ERARFTAAME N EIXEEZ A FE O
BICHIRHEND Z &b, WTROED
80% LA EANVEEH D Tl -7, 2015 F-2)»
5 2019 FFINTFTTCT7 7 —A T4 R
W CTHHRIBREAT aA R, BERA
B Cd> D I/l . D FI G AN LT
B | FRCHFEFIHIE LT EH] T o E|
AREroTl, o, B KIA4 U0k
FECTHDHTIL bR T Yo~
7 HENMEIZ S o 7, oL b RN
gL Tr I e AT LAOEIEN
ROV 1 B OERE - FEH DB LETH
DLW FEFTNRE L TV D ATREMEDN
bbH, —FH, BrURERLE, fEs 0
7V REFHETBAEMICH o T, E
o U BREEEICOWTIIE e U EHEE
B L TWD RN S 5, 75
B a7 ) o REFIEILBR ARG T



& % DN, M/ R L3 SE LT U5 ATRE
HERH 5,
4. FHTHEERSE ORI O Ehtk i
2018 A= & 2019 A= CHHMIC K X 7o W
RO ENnD, T2 TiE 2019 4F
IZOWTEBETDH, 77— A NI A R
W THIHRIBREAT v A RIZFIE 0~
1#T83.6% & B —27 ThHh o228, W
ILOFETH 50% LA ETHER L Tz,
BRARFRE CTh D /Mg I 3 X OV
a7 ) o REREDIIE 0~1 4T
v— 7 Tholz, £, B NI A4
BIRD 5 H ) Yo~ T IERIE 0~1 £
TE—7Thol-—J7, =)L b RN
TUIRIE 2~3 ENE—27 Th o722,
FEIE O~1 4T 40%LL B BE T
I TEY | FAEFHID b A2 H
SNTWBZ R EN, —FH, &Bh
¥ KT A R T S AR R LI E D
D OELNRIET HIETEHIML T
D, FMTHY LICRERNT EEE X
L EMROBERTHD, SHIT, B—F
TA R TH DX — LIRS %
FEN B OFER R T 21 EHM LT
Wo, Eoft, Br Y BRERE, 21
BAF L (BAY RTA40), il
FigHE (F—FT7 A4 2) oW TiE—&
O ZFRD 72 Do T2,

E. f&5&m

2018 H-~2019 4 DFEFME L/ MEE
PESEBENS (1TP) ORERFRAE A Z R X
VERERLEOE T — X 2HEHLT
RLARE A A I L7, /RIS SR
BOLE T ERR R AR AN 2= X OER
BREZOBETT— X EFH L8

-29 -

FRTHDEEZLN, AL, 2D
O NSRS (Y koY hell e O 47 S TN
LERBERED 7 +r—~ v FOFE—N
VETHLEZZ DN, S BITHH -
ST BN IRIE O MR BT DN T H 5y
Brive,

SCik

D #H fe, SHEH, TRE, /)
TG, O IERL. AR BRI O H
S RIS B B IR A 1%
TEFLUED LS 5~ JEA TR R 5T
EAiBha  EERTELR B IR ST R
FeE R B ORI 278 (WFFEAER
FoKHIERD  CPRK 20 EEE RS -
Y FERFGEER . 2009 (3) 162-69.

2) EH f, BHER, TRE, /)N
WL, KR IER. AR B IO
RRAE N E DT, B @R
BAiBha  EERTER B IR ST R
Ry EBB DI T D58 (WFFEER
FoOKHIERD  PRK 21 REE RS -
SIS £, 2010(3) 161-62.

3) W fa, BHER, TRE_, /)N
TR, KEIER. EEEE TSR A
Fr - FAEAR B M O RFRIR L. JEA 5
BRI E MBS HRER R E
RIFFCEE RrEREBOZEFLIZET S
ffge (FFZEfEEE - K ER) Rk 22
EE R - o HEIFREWREE.
2011(3) :149-153.

4) KW &, ESHERS. ERARFHAE A
BN D BT PR BAEE M O VAR DL
JEA G A e B A B TR R
BEIRTEEE R R E
B9 2 SRAF7E (WFZEARERF - /INEaHh)

~R



FRR 22 AEEE KREE -
2011 (3) :51-56.

5) WiEmH, HHEM, FHEZ. i
IRTHAMEANZE (FRk 24 ) i X
2 R A A/ N 1 SR B R 0D 4 [ %
AR, JEATEE TR M
TP BBUORMF RS 2E ik R 2 5
FESEIZ B 498 (WFZEREE - AT H
i) PRk 26 SRS AR - S HBFSERR
. 2015(3) 145-61.

6) g, HHEM, FHEZ. i
R AL (SERR 25 A2%) i X
2 e FE A AL RO M SR B 0D 4 [
Fona. BT @R R e H
TR BEORMF R 2E K R E 25
FESEIZBI %8 (WFZEREE - AT H

SRR

W) PR 2T AREL RS - AT TR
. 2016(3) :30-46.

) PEEY, SEES, AHEs. 5
RS N ZEEE R K % R g i/
D PSRBT O 22 [E R A SR8
Freaitse & midh & B PER RECR
oA MHREE R B E R (2B 5

78 (MFZEARERFE AT ) Rk 29 4F
B ORREE - BRI E. 2018

8) WPikml, BHER, AHEs.
PRAHAE N ZEEEFT T K 2 R g i/
A VESE B O 2 [E e i A R AL 57
Freaitse e migh & B RECR
FeEHE MR EE R B E S (Z B D

78 (WFZEAREFE - ATH ) PRk 30 4F
B ORREE - SRR EREE. 2019

9) PkEmEmM, HHERS, AHEs. 5
PRAHAE N ZEEEFT T K 2 R g i/
A VESE B O 2 [E e i A R AL 57 )

-30 -

PRt e g midh e HEIR MR REBOR
FLHE IR R ] B E AR (2 B S

78 (MFFEAREE - ATE ) SFiocE
FE KRR - o HEAFgT RS E. 2020

10) FH G, SHER, PEEEE, &
267 . HER AR T 4] O i R A 18 A
FAEGHC K 2 FRFE M I/ RORUD T SR BT
RO EEERE. BAEG BRI
HiBh4  HRIRVER BEBURIFEE M
RGeS E S (T B D P gE (WFFEARER
FoARTEET) SR2FE BE-
SRS . 2021

11) S HER, AE G, P 5
IRRAE N - R EREOEFHC LD
ITP OFLRE FiRA. B BR F#F7E
BHIB) & HEIRTER BBURF R F ¥
L YU ] B E 2 (2 B3 A FgE (IFSEAR
RE R TIEHTF) B IFE K-
Sy gEER A E. 2022

12) BT EE KE BB HE R
Ol - BAATECER WS (BrAATEORE
B) (PR 17~R% 20 4REE)

13) BAEFEAE KE BB HE R
FTAATBO S B G 21~FR% 30 )
14) FUKWER, F41ERE, PEET, &
HHFY, ARG, AHEZ, AHE,
B IR, JRA 7B S M SRR
7 2 3 I 7 VR ] B E S (T BT D RS
BETITP iR O A R IERRNZE B S,
FS N ARE 8 M I/ ) B il MR SR B TR 9 D
SWATA R 2019 KFETAR. WG ik
2019 (8) ;60 (8) :877-896.



F1 TPOERFERE EAZD AR &

B B 5l = 1A 2 EE 3o &6
A FEA| O S5 ADE| FiFHE#H

2015 1,988 11,573 13,531 5H3.6% 2h, 236
20016 2,182 13,009 15,251 GBO0.8% 25,074
2017 4re 4,864 5,842 33.2% 17,618
2018 3,014 11,4914) 14,928 B83.3% 16,724
2019] 3,004 10,518]) 13,527 B81.8% 16,532

E1 ITPOERMN|EF L (2018~20195F Bl

oHERR e R EEE

-31-




E2 MPOEERFFRB EFEH (2018~2019F  =1{%)

b L =T =4

-5

OfFER e TR

750

Fad

G50

&00

5501

]

i

360

FL

200

150

100

E3 ITPOFEAEFEER IR BE R (2018~2019%F B4)

0==19

2029 -39 4049

glaEiz® a. !

50 =59

WiEmm

A -69

F0--

a0

-32-
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aHUS DU, IBRPFHEL B & LA BERERE DB RMT 5

WHFE53 R - U — A HERFERFBLE R ZER B AR %
WHIEHE 0 - IR 4 BB R S B A B B I s e s i P 7

MEEE

aHUS |3 20T TMA 2 380E L, v, Bl E L, AKT 2 & Telifasids 2 27
LEEBREETHD, MEITEMETMA & BTN D K 91T, MR BFEIEE LR EE
DAETH Y | WEIEHAL 2 39 % 5T C5 FUREAPHZE S TH BIE, EERNPEIR
IZEE L TWD, —H CHEEZWNIEDL AN, F~——072< | JRIFIZLL L T2l
EORFEINEN TS ZENETH S,

BIEME— & & 5 2 DHIAHERETIE R & LC, &Y VRIMEREIM R E T 6 b, A
WFFETIL, aHUS REFAANIE & AT T 5T T, alUs DR E, BEnFilas., v
VAR MERIA MR DA AVEZ G5 & & Hic, IRMaRER O KA - 7287 Akl AR
RERRAE ORI A Ha 3

Fio. FHIRWBERIZENCHED Z L b H 0 ERZZIBELA RN TWDEER D 5,
2015 FFIZAERL L7z aHUS 29 7 A REARE, RHIWEHIBLOHT C5 HUASED HBL, & E T
Concensus Opinion ZENRFEFIINTEY ., SMFEEFTOUETZ BHIET,

A. BFEEH REBRMELEBZ LTV,

IR PR RS M IR S ESE B RE (atypical aHUS D2Wr I, M AFIER AT O BAR
hemolytic uremic syndrome: aHUS) I%. AURRAE & | Bt CFH HLiRHIE | & 7= o> TMA
MAEHEHERZ 2 — N T 288 FDOE ol EERITEEBERIT D Z LITX
Rz e . b L <IFERIZR B Ehuk STRENDMN, ZbiT allsS OfFkE
DPELIT K D | RS R o B s 7ol DARETH D, FIERF ORAT DOIENE(L
PEAL 23 51 & L 2 7 i AR P ) i A8 B Ze M9 2 J7VE TIE R,

St (TMA) T D, WESHLCh HriRFKD 5 aHUS IXAHIITTENE TMA & BFRE N D
FE Z 41, alHUS OVRIFR BRI ZBIRIC SE L £ oz, BIERF O (L) %
TW5, REOIRENT AT LY ZDH%D P2 HIEZ E N2 ETH Y |
B hl & LT e b 5 2 B8 C & RIBRDIRNZ & A DI, MR E
DLV ool RN 5> — 5T, BISTH BB T ORI BT, alHUS FIE D IR &
ARG REED DI ZZE L, B Ezxbhb,

(ZHEEZ N R 2 FiEN e < | BRR Lo B bAE S 4L 2 il IR RE AR A 1
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b URIMER MR CTh 5, &R
ERRIZIBVTHFE S 4L, OB ERK
% alUS HFH IRV TRAD 5| XN
ATz, 2020 4F 4 H T aHUS F5 M3 4
BRFIIBE SNDITHEO, RiEb4A
BRFPTH &M I, 4l BT aHUS 2
EFRAMICICEED & | EBIFHER 2321 7
BRICHMAERREZ 74— KXy 7 LTE
TW5, RERBOBW~DFE, HR
Wy, BIEFHI Ny 7 7 F 0 R EORE,
FVBWOREEZ BTS00 T RIC
B L CREZa1T 9,

F7o, B URMEKEEMARRIC S . OFH
RN U T MRAEEIL BT CFH HUARRG
B ORISR Z & B Y PR
Bk MR Z WD Z Enh | I
MENRLEETHD I EE VST RE
NEFOHND, ZOX I IRmEmD 20,
NRAN GLEN . T Y e B S A

FAEL BEAWERR O C5 Hiifsk
O L, AFRTO PMS T —H (BT 5
w0, BT O HUAER S, H 5
WIEE G HIRICED 2 AN ERE L T
XTEY ., alUS BTN A ROWGETEIT D,

B. WFFAE

b Y UARIMEREE M BRI BT 0-72
PURICTCFH ZBHE L, BtE= > b r—
N LAY TR E, =7 )X
~ 7% in vitro TEfH &, &tz
ha— b L7 k% 2 ENDRRK
AR L TITV, B2~ R 2 FF A
T 5,

Flov Y URMEKORDVIZ, ENEK
HIAER X Z2 VT C3b R0 C5b-9 & o 7=
MRS X7 DIk % FCOM 123\ CRE

-54 -

fili L 7=,

A RUETICE LT, AAV/RNERE
&, BRERY <, AARMKRTS., BA
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RUFTZE S 2B LT, stz
TERE L. €Q  TaHUS (25 LT C5 Hiikdk
IR I NS DN ITOWT, TEF A
IS E | LA ERR LT, A NI
BhE PSS AEm L CILS X7 Y v =
A NERDTZ,

C. WFoemR

2022 AEEED 1 AERIC, alUS HH R I HH
KD oT- 66 1] 7T BAKOER MR %
ToTm FHRINTHT alUS K2 W
AT O, eIk o 3 [T 33
JEFNC B0 | RIKEZWDS 25EHTH D,
WL FHIBREBEZITo7- 29 D55, %
M EREREEMEEX 8 Bl CTdo o 72, THIHS CFH
DIFHINY T MrABEITH Y | 1 F1H
C3 RN T v MRABITH -T2, K
KV M FRER 23 B2 T & > 7 E i o Hp
2 1 B CPHIRE N T v MEE BRI G
FTlc, BIKRDIREEE FL O RO FTRENE
b D A E TREN 1005 Th o727z
DEEPLETH D,

HIIE XA D C3b JL N C5b-9 DFE
filiz FACS I X » THER L 7=, BEEFRAYIC
1% C3b DfFFHFIT I » T %, C5b-9 D
MECEAL IR EELZH T oND Z
ENHIREES LD, C5b—9 B oD (2 B
L BN ZEND Z LT DT
b, AR TREBZ2-72,

HA FYEICB LT, A4 2 [0], i@
B0 RIOWETRHm AT o 72, CQ OHESE



SRR, FasC R A T, 7o
NI LDIEEETNT 7 AIEITTE
A U7z, HEBEREICRE L TIIER N & /NI
7T, Grade Grid JEICTHREEZITWL
REIZE ST,

D. B

b Y AR ERYA ML FRER 12 &> T CFH @
BA5-9 % aHUS ITBA L TlE, @V,
FRREZF > T, ZWRFRETH -7,
WZZDMDOBIR T, & D WITIRAY N Y
7 v MEHZRWEF]TIE, aHUS Tdh > T
bLEME 72D, RERTIEH 555, CFH
DOEERENEERFELZH/IZ &
CFH DIRRYZAE T allUS D&% 5 5
TeEEZRDE, —EOFHMENATED &
Exbivs,

b DR M ERVA MR 0D K S A FEAR T
572812 FINER X &2 W= OB %
XA TR Y | MR TR Lo
TAEBI T BB A2 DIERI S B> - 7=, 72
2L ENDAR LIRS AEMED TMA 72
DN DONTIEE BRDBEDNLET
»H b,

alUS A A NI TV w7 aryv
kY, REEEORIETTH D,
E. f&5&m
b PRI ERIA M BRI Z BV Tk, CFH
DORERER T RN 32 alUS % v ek
JE, FRRE Ao C, BaRAE X
D R ,

HERRE &2 - Bl (R e iR A C
id, FEITER 2 BER THRIENLETH
D
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Minds & TTP 1A KT A v DIERR

WHoE e BN B RER RN Bdx

MAEEE

Minds Bz k2 TTP DB A REAERT 2H7-0., 7V =N/ T AF 3
AATHLCD20 E 2 7 —FLHUR Y Y X U~ T DN T AR, B SCENT — Z X—
AW L OHEREZRE L, TTP 2O A R 2023 28Rk LT,

A. BFEEEH
Mind FERUTES < TTP OBZIES A A
RZ21ER T 5,
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13,015 1, VY ¥ ~7 27,340 1t TH
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VXU~ T OHERE A RGE LT,

D. B
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SR M TTP B3 0 ADAMTS13 = F-AEAT
WRgEs R - NATET ESIEBR AR o X — o TR R

MAEEE

M R M 28 BF%  (thrombotic thrombocytopenic purpura; TTP) I, von
Willebrand [K7-UIWiEESE ADAMTS13 D&M K CHRIAET 2 #HIEHKE TH 5,
ADAMTS13 JiE M2 B9 S E BRI D—-> & LT ADANTS13 B +-RBER"H 0 . 2t
KM TTP (Upshaw-Schulman SEERE) Z H7- 59, ARBFFETIL. HARIZEBIT 556 KME
TTP 85 @ ADAMTS13 J&15 T-ffMT 24 FEha L, FEIEA W = X LD & & iz, TP 25
TR EBRE T A A ER M SE  (thrombotic microangiopathy; TMA) DF2¥E A A
FMERC-WEICHF ST DI L2 AL T 5, AFEIF, EEICTIEhE ., kit
RUETIP BeWBE L RG L LItk FiE PREA LV ho—F v 7E) 1285
ADAMTS13 SEIn M & . FiT-72 il (a7 ) — Ry—r o v v 795) ORESLIZ AT
Tt aiT o7, B RMETTP BRWEBE 1 AT HHXA VT Mo —F oy ZIEIC R
Ly ) EHTTTIE, p. CT54Afs¥24 & p. C908Y DA ~T nHESIKTH D Z L 1b
Mol WINHEINETIZRESINTZZEOHDRKANY T N ThD, WEKFGIE
TREANY 7> FZFE TE 0o TEFOIRREHIZH T TRE L TnWsr 7
J—R— v ZPIEIZOWTIE, fix D TREZEAT S Z & TOBRRIT 51D
TENLIZIT DO ZEMTETLN, FBE L LN o T,

A HFEBE®

PO EEREE ToH D et i
JNBREC A M SR BE R ( thrombotic
thrombocytopenic purpura; TTP. f87E
YR 64) (X, k& N7 E von
Willebrand ¥ (von Willebrand
factor; VWF) ZFrEAYIZOINT 5 Mk
71T 7 —% ADAMTS13 DiEVEZE AN
K CHRIET 5, ADAMTS 13 {E M DRI,
JeREJIZ 1L ADANTS13 &+ B T, %
KBYIZIEPT ADAMTS13 HEHUE (>t
v X —) OHBLITE Z %, ADAMTS13 &=
TR L - TEEEE (HHER) &
XCHRIET H TTP ZHERME TTP HDH W
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% Upshaw-Schulman JEfERE (Upshaw—
Schulman syndrome; USS) & FESS, Feox
%, JeRM: TTP 86\ BFE D ADAMTS13 &
{FfET. AARN—M{ER D ADAMTS13
T & AR 128D /34T ADAMTS 13 fiE A
B XY B DERYE ADAMTS13 431 DR
WEIEFRAT 70 N R 2 BV TR & it
DT E T, AFFRFETIL, JERMETTP
EEWBE OBARTRAT 2 kTR ITA TV
BAR A B DR RIERRE IR T 2
HREZERMTLZ L LT, TP 25T
PHEEE T H 5 e v i E
(thrombotic microangiopathy; TMA)
DBWHATA FER - CTHFET L2 L



ZHIELTWD,

ADAMTS13 DFEFRTEMEDS 10% Al TA
ve v —nEETHIUR, JERMETTP
DOATREMER R & B 2| BB TR 21T
Do AIXTIE T, JERMETTP BE
B L OGN 2 %512 ADAMTS13 s+
DM FERLA 2 i~ | Je RN TTP JEIE D iR
K& o8I FREEZREL TCE, —
iz BARER B B L BE OB
F OB, FEBE O/ Y
% PCR THiME L CHILALY % i i
55k, TROLP(REA VY Fi—4r
VUUTIEIL Ko TIRES NS, A D
F£ 7 ADAMTS 13 BIn D=7 V) > Do
MNZHEET D K oREH LI PCR 7T A1
~—Z AT, RIKDNA B KT Vv
Z R IR S, 2 O R Ak
ET D, TAVE TITFR A BT T2 Kk
TTP BFE AT DG, K9 9 BIDRERIT Z
DFETHEHE~T a5 MEH D5V ITR
FEAMEORIK AN 7 v FRFEE S
72 PCREZA VY N —tro v JIET
JRRIANY T 2 RR—2 LD, HDH VT
Db EONBIRWGE PCRZA L2 |
V=l TIEORRERMET D
BE LT LIS AER PR {E%
{ToTC&Te, ZTOHET, ZNETIT3
5 D ADAMTS13 BB I E R
HRKEFEZRH L, LorL, £ T
LB 27T LVITREAY T DA
DN IRWERMBFE S TR | fi#T A
DE BB HBPMLEIRITH D,

ASHEEIL, FIC A SRR
TTP BeWVEE 1 4 DRERANY 70 &8
HMNTT DI, BEBIOFEED

ADAMTS 13 & {1 AT 2 520 L 7=, S 51T,
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ZNETIT PR ¥A VT ho—F oy
VIIERB IOV ) LER PR IET2T
LIVDOJRIR AN 7 2 k& [FEE TE 20
O TERIERD 4 FRITx L, HiTo 72 ik
(a7 —Ry—rrov 7k ik
2 AT kAo L, Tl A ek e TR %N
R CIRHTE DML 2 B LT,

B. WFFEHE

BB LOEEN A G L7 MmEKE
oy % WU U7RRECR2 T IR D | AT % 4
W5 ETHEMEE Lz, DNA sRRICIX
illustra blood genomicPrep Mini Spin
Kit (GE~VAFTT) ZMEH L7z, Mk
2B OFAZRIE L Le3E% v My
DT, WAEMER (R 200 L) ZfRE L 73
B 100 p L OAEBEHEIK TIRE L T
F300puL OMEE R L, ~=27 )b
IZHE-> TR L7z,

42 29 M= 7 > % PCR THIMET %
720228 X7 DT T A ~<—% T,
H LD —lr v T RIS BRI
To=0I. B AFBT T4 ~—D5
Lz MI3F Fc% (TGTAAAACGACGGCCAGT)
BT TR AFATTA~—D5
{2 MI3R Fid%1] (CAGGAAACAGCTATGACC) %
FhERMIML TR W, =7 Y TLL
FME— A7 PCR St TR S IZH IR S
TAHZENTE, =7V 8 BLW
26-27 QYR TIXSSHKIZ DMSO 1 u L &
W LTz, =27 Vv T1% GC sHEDEIE
NFEFIZ @28, GC-RICH PCR System
(my =) AL, PCR #& T4,
lpul ZHNCT Hu—RAEXKIKEITT
MR OFEONRY ReiR Li-, K
(2, PCR BUGIRIZ R - T8 F 7 7 A ~—



D2 L ARG ANTP ORIELE B &
LT, ExoSAP-IT (77 4 A~V 7 X)
Lul 2Nz, 37°C/30 43, 80°C/15 4y
M SE7-, 2095 1yl 28R
LT, MIBF BEOMI3R A ~—T¥
— 7 AR EAT o T2,
Terminator v3.1 Cycle Sequencing Kit
(T T T4 R A AT AT LX) RIE
D A fEAIRUL 2 T b L/ RS TIT»
720 FGHE T, CleanSEQ # A Z — I X
— ARG N Ry~ a—
VA —) THEEL L | Genetic Analyzer
3500x1 (77T A ReNA AT AT LK)
It L TR T — & 2157,

fEMT Y 7 N7 =7 Sequencher (—
a—R) ZHWCKET —Z 28141
RIGERR (Fxr VL ZORIHER 20
B\E) vy L AL LT,
T NN Y T ISR oo T2
4. cDNA %] (GenBank: AB069698. 2)
ERELTT X BEYI~DEE L
AR, A b AN 7T R R
ST AT T 7Tt S
WG LI, =7 DR T v
NCHATTA LTI BEE S5 25
ATREME B RRE Lo, U T > s de R
TTP OJFE & L TREACTHIUE, JREN
V7 v hELTHRELRE, RS Thh
X, 72 L L TOELDORHE N D
BE~DORELZHHM LT, BARAD
ADAMTS13 BA5FIT/FET D 6 D I A
o AL (p. T339R. p. Q448E. p. PA75S,
p. P618A, p. S903L. p.G1181R) [FJFH S
U7 v "B LT,

— . ZNETIZPR A A L7 h—
rrvy TIEBIOVT ) AER PCR L

BigDye
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T27 LIDOJRRAY 7 k& FET
Xhols 4 FROBERANY TV b
BT 5728, GridION (- R7 -5 7
VA= S R R=/ ) e N s
v TR DG R D T,

T RTNT K DT Tl AR DNA O
W= TRT AT — %
N2 A7 » 7 I12EBWT, PCR & R
(A4 % four-primer PCR 5 &, PCR
PEMNZIRAT T3 % ligation IER®H 5,
WEEEE OMFHZ LV ligation £ L
TV e Lo, SFEEXZN %
BEHLE o r—XiE, va—h
V— Ry —r oy 7 Tipcia
WO NT B H A TRE (T ==
7) DARRIZe D Z EaMIfFL., fx o
V7 NI & FOERRET LR S D AT
L7,

(i B~ D FCE)

AWFFEILE NG R AR e o 2 —
BLRORRBRVERKRFOMBELZES
CHFZERT B OAGEZ = T 7= T L
7oo WFSESME N HILERm TOA 7
— AL Rarvtvyr b aHe,

C. WFsufER

YA, BRREIRSS ADAMTS13
EHRES 2 S TTP BNEebil, REEKX
M (f 501 & D R 2 B A O RS R
ADAMTS13 &M 0. 5%ATii, 1 >~ b B4 —
BEMECTH o 7278, Je KM% TTP O RIREME
D38 < HEE STz, & ZC, ADAMTS13 i
5% PR #A VI vy —Hrov
B T AT L 72 #h R . c.2259delA
( p.C7T54Afs*24 ) N U 7 o | &
c. 2723G>A (p. C908Y) /NU 7 o RAREN



ZA~T o EAEMECRE SV, R Ll
IZ c.2259delA /XU T v R, BRI
. 2723GOA XY T R IdA~T o AT
[FE S, BFIIWMERICL2EE~T
REAERTH D EHEEI N, WTLh
INETCRAEENTEZ EDH HIRK
NYT7 v R Thot,

a7V — Ry —rrr o 7ikick
VWL, ADAMTS13 B 2R % 1 xfd
TakAA 7T ey CHEETH LT
PHLT 2=V T LTz, 2T LD
FEMTRSEER F L . m 7Y — Ry —Ar
U TETA v bR AR LAY T
VRS, PR XA VY hy—lrvv v
ETZ 7 Y VCRE LTI Y 7 0 b
ERILT LIV EIZH D NENEHE T
LHE 9ot £ ZTRANY T b
RO LRV IAFIZEF LT L 2 A,
13 NU 7 b (single nucleotide
variant; SNV) ORHIZIER IZEREE T
otz T 7 by Ticko
THIHE RN ERITIT & LRV &R
Gyno Tz, FEIZR—HEEE DN EE T D fH I
TO InDel XA FTREMED & < L %
DJRKIE PCR R DIE I Y iAFH T T —
KD Z e bhoT-e 2D XI5
—Id high fidelity Z#& 9 PCRER TH
Re[ECTHY a7 ) —Ro—Fr v
YITHBONY T MR IAFZ OB
FEETHD, I6I, BBFOY 7 b
= 7T K DT CITES PCR IZHREA D
MR 7 ==V TICRE B b
25T EDHIFILT,

D. B8
B ADIRBOZM &2 e T D,
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JFRRANY T NERFETHZ LT &b
WTEBETHD, V—r i ZHio
] PR BAR T O JTEIT A L
TV ETRINDN, AibEBEET, 2
D SERYETTP @ X 9 ICHEIEEE T2 R
ESNTWDEGE KR E LTPRR & A
L7 M= SERa R MRS
TENATWD, SFES., flixDTRIZ
XV LTz PCR A LT Fyv—7r
VU TIETHRRME TTP S VWEBE 14
WZRIESR & 5 2 A5 ADANTS13 iB1R
FHEEZ[FE L, SEFEE S N-old,
1EOIAELANY T hE 1D
TL—LT T MU T U R Tholz, W
T4 H . ADAMTS13 DASEDRERE, T 72
H VWF GIBEME AR T E R o N
U7 b ThHhHEZEZDBND, ZILET
DFENEEZ DL WTFhvh ¥ X7
BN W S e 20T
¥ N THDAREMEN B,
INETIRIT LTIEREZE LD D
&VJERME TTP BV B 67 4 (60 F5R)
DHHL 634 (66 FR) 1T, BH~TH
At (46 FR) HDLWITREHESME
(1M1 ZR) OFRREANY 7> R &FEE LT
b, NY T MT 68 FEE T,
ZTOWNRIT, I AL RX 43 FH
(63.2%)., 7L —ALT 7 b 11 FEEE
(16.1%) . F & % 8 fl¥H (11.8%) .
AT TA v TR AT (5.9%) .
EHLE 2 FEEE (2.9%) Th ot
HERINTWDLWHDRKEANY T > b
EEHDHERETK 200 FMEE /oo T
WD,

fRHT L7z 60 ZERD 9 B 4 ZRITIE,
KFE W OB T B EDFIET D ATtk

2
i)



WY | fRRTREREE L THE->TW
Do SHEEOHRF T, n ) —Fy—
oy T K B AT o R RE DS B e
272> TEDOT, BREND Z RIS
% Z & T ADAMTS13 A= 1 71 H3 K &
<bE+2Z Enifrans,

E. fe&im

FeRME TTP %R FE 144 D ADAMTS13
BIETEXA VY N— Tk
THEAT L7 Fe, W7 LV B 23 [A]
ESINTZ, Sbiz, rrZ U —Ry—7
Vi T X% ADAMTS1S 4R AT oo i
RSN ST 5T,
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