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Novel insights form combined analysis of Lovic and WIN studies by Ferdows Atiq
Ferdows Atiq I£. fX von Willebrand [~ (VWF) | 1% von Willebrand J#
(VWD) . BXUOZNDIHHT MmO BICEAT 28 2midz@mE Lk,

El=l=R
<H=X>

VWF L~ — R TIREBL AR FER ISR WS B 1213 5 i 2 oo B 23
HD, I DOHA KT A (Sadler et al. JTH 2006, Nichols et al. haemophilia
2008, Castaman et al. haematologica 2013, Laffan et al. Br J Haem 2014) T
(T, VWF L XL ST 1 /L 38 VWD, R VWF 2538 L Tz, 2021 4
DHA KT A (Makris et al. Haemophilia 2022) TIZZE N 2 S, Fic i #
AL 30-50 TU/AL & VWF L XL &2 o %2 VWD & L THDELAEZ Sk d
Ham A PEATE, BIE, 18 VWD BH 2B T 2 MM L 25 VWE LL oo A 7
SALAFEEICEFHEMB SN TOHRY,

<H #y>

WiN #f 5¢ (Willebrand in the Netherlands) & LoVIC #f %t (Low VWF in Ireland
Cohort) DG MM 21T > 72, Z O HEYIFAK VWF BN EEIRASICHMSI L2 FTETH D D
2 18 VWD 23 ic - TEIT S 2RO - THLLONZHONICT H &
Thd, MAMHTITIE 565 NOBENE EH, 403 A% WIN BFJE, 162 A% LoVIC
WEEN B EIL T,

<EERJER>

1. VWF L b & i

WD VWF L~ L (VWF:Ag) s 30U/dL Kiifi Th - 7z B& X, MEIZ v VWF L
IV EE) L T2, 47%1F 30U/dL KD £ £ Th o728, 30%I1%L 30-50U/dL (Z H#N

L. 23%IFIEH AL (>50U/dL) L7z, ZWrFilRzBEICANLD &, WINHFFEIZE W



TVWF VR AN EFHLERE L LoVIC RO BEIZILZ VWF L LICH B EZN0
bl hoi,

2. JNREAE PR L BAR T ARAT

Frft i 72k VWF @ B3 1%, VIR +-VWF HUR K (VI:C/VWEF:Ag) 23 @ < . VWF D5 ik
EFI WO ER LTz, £, FEMZIE VWF 0 B2 TikmnwH S ¢ VWF &
BFERZBOLN, o7 V=7 $72bH LoVIC #FFE D & # . WIN #FJ5E T
VWF L NN EFZR WD LESIICEF L EBFEFOLK TIX VWF B8 -4 %
DEFRBPICRERE N LN LD 5 T2,

3. TAES L VUKL

Fiim 72K VWF O BB F X T AE 7 L U VICE O 2 s 2 R Lz 2y, EEALBE 1
RPN ER L, ZHE, MEICED2TAET LU ~ORISHED HES,
VWF O LA E o, VWF 7 V7 7 20D EREL TS,

4. IEFALOTH

BAME 3R — MFZETIE, P10 VWF L~ N E S IFBREE RN E Th 5 BE
FEFOAREENRNZ LA RSN, TAET LY UUSHEIZIEFRLO TR ) 72T
HWRT-THY, RERLNKIEEZRTEREIL VWF LV EFET 2 ol fEESKN 2
EMIRE T,

< i >

X VWF (337 U 72 B R A/ CTix 72 <. 1 8B VWD O s ik 7 09247 2 R B
D—HTHY, 2021 FDOHA FT A4 U BoEELXFL TS, VWF Olinic X 28
X VWFE Q&G WOEME 7 )77 o A0BDPOmMEICEbbDTHD, M
e LB TAET LY UORIEHEET L2 L%, 18 VWD O i EE 28T 5
TAET VLY OEGEEOFEIZORN DA RERSH D, VWF L LD IEF LA H
MBERAZ LT L LD SEROAREEND S — T, FfiM2RIK VWFIZ—H L7
i R B L BHE L TV D,

Co-localisation of VWF with fibrin under shear forces by Hongxia Fu

Z D¥ K T von Willebrand KI-F (VWF) &7 47U OF VI8 T TOMAENEH
WWEREZY T, VWF L7407V 3 ELL MMM TORMMKANIZS S S, K
WHEME CIXINODONNEMT L2 enbHbH, MAEADOERBEIX, 22077 v b
TAxA—LEHEHALT, WK FCOVWF LT 47V (747 Y 7 —4v) OMA
EHERARDZLTH D,



AL bR Mu/hiE >~ A7 A

N EHIAE 2 N TN IR L. #9200 ~ 4 7 v 2 — kL O Wi % Rf o8& e Ak 1

EAERR LTz, ZHICK D EFHSS X R B2 EAL T E HE T 52 L AARg & 722
7=, WNEHIE S PMA(phorbor 12-myristate 13-acetate) CiEMib & 5 & . VWF
AR T IR IBERDER SN, £, 74TV ) =S trrEr g
BN+ sE, 7407 VBN VWFEF AN 7 L/ ELE, — KT, 747V /=747
HRCCIE N B TS E S e WIRY . VWF L RRTEL 2oz, 60, [H
EINT-ME (VWF 2 R) U7 2Bl CE0niiin) CIEERBENSRLLNT, IEHE
IEENTZVWEF A RN IR T 07V vy hU—27 OB 22552 &
R LTz,

QG FARA =TTV AT A

FryxNVFEHEARN LT NTEY S Ta—7 427 L, Alexa Fluor 488 5 L' e 4
FrTE#BINTE VWF v L F v —2fME I, ZICHBRAE#EE L. 2R
A S B % 8% (TIRF B 2 A L CHEER Z /b Lz, VWFiELE2RE L
W7 47V =703, VWF EORBREFEEZ RIS R oTo, —J7, kO
FETTIE, VWF &7 4 7Y CoOMAEERARBRIN, 26 OMAEMNITENK
FRTHLZERHMPALE, S5, GOTFVIEHTTOVWFE ) ~—ix, 747
V)= rltofaBlO0MEoxE 2R L, BWNRMBAEERZRB L, £/, 5
Writ T T VWF O CEARBE S, free VWF BNEE{L VWF & 25T 5871

R I,

i w

ZOMIE, NLHM/NLE AT ATIEIVWF AN U 77 47 vy hU—7
NEF[ETDH—F T, ZTOMEEHIZEIWENTHD, VWERT7 407U D2
AT 22 A2 L, B—0FFERTIX, VWF 7407V ) =5 EiT7 4
TV OEFEFTRNRTHY, BEAKFRNTHL LA NER-T, PED

VWF T VWF O HEC G LRVHEFEARFERI D TRERD Y, KT 17

V)= U EERT 2 0LEERRE I T,

VWF binding to fibrin in DIC? by Miguel Cruz

Miguel Cruz I%., MMM E NERE (DIC) 1281 % von Willebrand [ (VWF)
747V COMEERIZOWTIRERL, BEMEE EEFERIED A B =X Lz iR
L7,



<H i - HiE>

DIC X JA§i7e 7 4 7 U v AR DAL & Vv HEE CTHRfEAY 72 & 5 M R 0E 23 il #s R &
RECICEDLZEVRRHEUTH D, FEDIRKFEIETRS, VWFO 7 47U VRO R
= ARIEERBETH -T2, K22 CTiL. VWF # K < 3 ! von Willebrand %
(VWD) BFomFELEH L, UTOFIEEZHWTVWE R 7 7 ) vl &I
FETRBEMA L,

1. EEAEMER L OERE T BHEMESEM)

e R —omfE s 38 VWD M4 i L, EL2METE IV ZI0ERE X
DEWT 0 7 U Ui MEDBLEISN, /v 77U R U ATHREEBRO SN — 2 DN iR
i,

2. VWF &7 47V v OMAEEH

VWF BT 47U UHEENICA vy a2 RICA VAT, FFEORE L — v RBIEIh
2o VWF ® C1-C2 RAA LZIE7 4 7V OfREHMBHY, A1 B LU A2 KX
A7 47V EMAEERT S,

<FZ 7R 5 >

1. 747V & ICs 42 VWF O 2%

VWF 27 47V VEABICEELZ G2, MAEOEREZESSL, 7407V %Xy hU—
IO ERE L, VAMEFURMFETIE, VWF &7 47V =5 OMEAE
AN ENKFHTH Y | FEORETALAEEH L7,

2. A2 RAAL LT 407U UfER

VWF O A2 FAAL 37 47V ICHEL, REDERNZOMABMMELZET S
iz, A2 FAA OERIZIVWF O REMEERIEZNO Y T F~OFEERENITIER
BrhE G 2o T,

3. 747V UEALNMR

VWF X7 47V v OERGLENMHEREL, oM TH A2 FRAA U R EBEREH 2R
7zL7, DICET NV TIE, VWF ® A2 RA A U REFEREZFEICH LW, BN
D747V EERY ST,

<KWROEFR L5 %D >

ZOMGIE, FFICA2 RAL VYR T 40TV OESGENMIIEETHDLZ LERL
7z, DICB L EHHREICE TS VWF o&EIX, VWF &7 47U v ofMEEMR
EEA LT HEBEBKEOAEEZRBEL TS, 5% b VWF &7 07U v OMELE
AOFHMBEA D=L EHERL, BRxRBR T VA TOT 47V VEE EGHEOH
HiaezfET L TETH D,



Innovative VWD treatments and future clinical trials by Caterina Casari

Casari (X, VWD (von Willebrand #i) OBIEDRFEIEORREZEML., o250
78 & il IR G BR O W BELME & R L 7o

<BUE D IR IR IL>

BAE O VWD JBEIEIZ X VWF BHii, 7 AT T Ly, U EE, ALvE U RIE
MEENDN, ZALIERARNDH Y . DR B TEH TITRY, THRBRKOREZITIZ
taand, Z<oO VWD EFHED QOLIZKWEETH L, &5 r ba it
HarerY AL RITF TS,

<HLLE O B P A B>

Casari X, VWD ICBHT 2R EBR S 1832V . 2D 1T 2 VWF IZE A%
BTTWD ez, HiMEEZIZ 2N ez dg e LERBRLZ W, —F
T, AR BRORE L L TN R BEHERHSCME DL S N IB R OB EME 72 &%
bid, Casari (. HMEHMY — A RBERET U M I LA OWE DL BN Z R L
76

<I5F K D 15 7R Wk I >

1L.ANEM VWF L~ @ HN

I H A7V 7T T —F VWF 27 L7 IV ICEELT 5 ) 2 RT + KB-
V13A12 8BAJE &4, VWF ORI 2 IER S €5 1R VWD ~ 7 2 £ 7 LTk VWF
LAUL(VWE:Ag) BN L, W i & DFiE 23 8 & v 7,

c 7 VT T ASOTY BT200 X VWF @ A1 KA A VAL, VWF 2 U7 F v
A< En kD, BIKRER T VWF B X OB FiE%EO EF BN RIS,
2. ¢ [ fE O 1 N

VLN F AL = X v XA~ 71 VWD BE oz RE2x L, BERKRER T T
%, BMVWD ~ U AT huryErElAFEsnr, 2A 8 VWD ~ 7 2 Tid
MWK ZBO 7o T,

- — &7 Ik Al VGA039 X T e T A v SIExtT HE ) 7 u—F ik T, VWD
BEMRETO I AR EZNET D, BES ITHRRMTbAL TS,
B.LDMDEHRNT 7 v —F

M/ A o AR T F R+ VWF, U UIEE, 27— e+ 25F 2 k10
VWD v~ 7 27/ CTHEG S, Ml RBBNEAD Lz,

BAR TAFFE R L AW siRNA 28 VWD ICB T 2 B F R EZME T2 72O ICHEH X
L. WEEZ—77 > FEe L7 siRNA SRS LT 5,



Criteria for the definition of severe VWD by Tung Wynn

Tung Wynn |Z % von Willebrand /% (VWD) O ERIZBE T 5 EHEICELEZ Y T,
BEFTRORBORB., WRE‘ROUBICIIVAHRRERPLETH D Z L2 L
7o

<MFEDOHE F - HEY>

2001 FEDOBWATA RT7 A I VWD DX A T T EORKELZ/RL TWDHA, HE VWD
ARFETDEMERTA RTA TR 0WRUTH D, BEAFOE RN ZE I3 H i 3
B ZWoE, AR, ERFICEREZY T VDI N, —BEHRICIRITTWD, Wk
REZBVDRVWGGOREE LT, ETHIKEDNEE VWD OEREZRFET 500 L
K, BELAFOEROHEEZRBHR LIS VWEANET OEN D, RICHMERILHEDN 7
WEREDIHERZ ES(LL TREBET 20 L WVRUASAELT L, M THEREELE S
N—TPAFTEL R\ Te o EE VWD IBRE O 7N REEIC 2 v | BFZEHE R o R G
WCEEEZREIETZENEBEZLND,

COMEOERNIT, BMERARXALOEELZ@B L CHE VWD OELEZFHENYT 52 &
T, 207t RITiE, ERAERZED, i—Shlcarvr ¥y 22BT 52 &
MEHEEND,

<Jjik>

Delphi EZHH L, EME SR LM CTEEEOT »r— b2 BLTaryvr¥ 2|2
ETDHDFEEZHWE, Yuay=l MI1ITERICDEY ., EL4BRMEELSINL -,
HAFE AR ML 23 NORBHINTEHEMETHEL SN, 20955 17T ABEMAYIZS
MLz, ZMEFZHRZ2EMOBLIOCHASHMEZRRL TEY ., UENRE LI
HLani,

<7 Ul — MEER>

SNAVE, BT PWoE. AR HLRBEH L L, W oo 2Ry b
Fre, ROOT7 o r—FOERFPMERRIZTROLEY TH D,

B BEFHMBTITIEED VWD 2 ERT 220 DOEFERN/ AR+ ThH Y HEHE)N
BEEFEVREREASN TV D,

WO EEELZRMCIRET S LIXTERNLo7, FEAED 3 VWD EFH
THERETH D, 2HOLINEET, 1 RIS BENFMELL,

O (mh
m

N

«

IRY el NTHmSNTEEEDOERBIITRLROLBY TH D,
A. von Willebrand J5 ® 22 Wr L ¥EIZ 5% 4 T 5 B

B.

“AEE O VWF HUR F 72 1336 MDY 20% A i



E e

- VWF HUJR FE 72 (X TE M 30% A C LA T o i R 72 Hi fu ik 23 & 5 55 &

a. ABtxa 835, Pilinss®E, RBCEgMmALE, ~F 7 v 2g/dL LI B
b. BHEN, HREN., OEN, BEBEAN., BN XEEGREELZE S 5E

c. WH OMHEZ W T 5 Rl i) £ 72 1T H RO H M

< fm >

AWML, VWD 23 2= N TR ZTFT AL, bR DLE%
L, MABLIOMAORKLZLET LI LE2HEBEL TS, HE VWD OEX S
RET LB EMEERTHY . ZNOORENRBES T LIBREREZmM E3E 52 L
DS TW D,

Developing an International ADAMTS-13 Antibody Standard by Helen Wilmot
Helen Wilmot /X, ADAMTS-13 3 L Qi fE s o B L HuiRIC B3 2 [EH B AR R IE o B
FIZOWTHR L, TOWRYAMAIE, et/ D HEsEm (TTP) D2 W&
T2V T T 5L EARELTV D,

<iTTP @ % Wr>

iTTP OZWIZLL T D 2 2D AT » 7 TIiTbh b,

1.ADAMTS-13 IEtE i & & o ADAMTS-13 i§ME2Y 10% AR Td 2 2 & & iR,
2 HUR DR BERRRIMEIE (RN XXE) ERIEHE SRR L ELISA 2 v
2o

- N XA XL

A OMEEZBRE L, IEWILEE LIRS L T ADAMTS-13 iG M OE T 2 & L.
A e =iz iRET S,

- A DU R R

ELISA M L TREOHH L L UM AMAE MK L, EXETREZHET 5, ~
AL EPE R EIEORIC T B O BN R < BHo B ENBBEE 2D,
<A YE BRI O 0 A >

TTP ZEIHFREOV A PS5, EHMNRE=F) VIR LETHL, 1t
B — i A FF O ERE T, AR OB EZREL, M RE=F2 ) T 25
W95, ZO7u Y =2 ML, Ross Baker 8 EE L 72 IMATAS 2 v =7 bk
AL,

<R HERAERE O B FE >

LA 52T TV L ATTP BFE O MEZIRE L, 7= LTT 7 IVIZ Rl L,
RAE RS T D, BEOEEZHV YT 0LFEMENITHON S, Wilmot 1%, #T



Al DO E W ATTP BEFEOBRRICHTZLBREICKT L, VAV ZABREDNERETH D M
DAL 2 BT 72,

<fEEl v XTIy ik>

TUyTINBEDDOAL e X — ik, ADAMTS-13 O FEEERERMICE S, A
RO, AT v A BNEAR L OMBITUE O G 2R3+ 25720, BI#E I E
WY ToHND, VAT AEAMEEEET, HRENT v A BKEZ T 272012 A
SN,

<TuYxl NEIALTA >

I SEUL AR I IS BRAA S AL, AN 22 o OV HEG IR A AR AL e R T2 IR AE ) I BRI
SNTWD, aryv7 FEIEMEIZDVDEOEMMRETCERMEIND TETH D, &
B 722 % > e o #E i1 2025 RIS TREBICEHE S TR Y, ELFERFIEIT
2026 BB SN D TETH D, ADAMTSISIEHB L OHET v A XFEFITH
HThY, ZEGNPULELRDLTED, ZMTE HHEEOEHIR I L5 fTREMEN
H 5,

Challenges of automated ADAMTS-13 assays by Thomas Pitchford

<J¥ >

ADAMTS13 i&M B BVl E OB 2 F R & HERREICE S EZ Y T, ZOHIEEN
i P A B PSR B (TTP) ORZMICE W TEETH L Z & 25 L., KE,
R, BLXOLTEOAR—FICHET 5 E %2 #Ewm L 72,

<HBE DR S & FE A & i L 72 E>

ADAMTS13 i& Mo H 8l E 12 RERERHAECORMMAEMINL, ZOERERD
Wi ENFIH LT <22, 2607 vEAICXY, ADAMTS-13 G DK FIZ &
DRIEST D TTP Z B RNWIZCZM TE LA REMEN H D, FEEM (#) : ELISA LB X
O FRET i) 1%, ¥Fi2 ADAMTS13 {&1E28 10 TU/AL Kili %54 . TTP 2 #ricxt 4 %
EVEE ERRMART, oWy PATEIZBAOZRZEEERETHY ., B{EOT A F
T4 THHMEN TS, L, BEIREIE Z OIS 2 Z N L Ve
WO RBRBEICERm L TWD,

<ACL ACUSTAR T ® 1k 738 el iE D #2 5r >

Pitchford I, H gk T 2019 4F £ W H A L 72 ACL ACUSTAR % Ml W 7c b5 F Ol &
O RE Lz, ZOHEREIZTTP 22 L TEKETH L —F . ADAMTS13
EENBIEREZ RTBEOY T 7L —T O, FFREICKRIT D LR, 2019 4
9AMND 2023 FF 4 AL TIZ, 767 NOYIZEHEOREORERTONIZ, TDHH

72 N3 ACUSTAR IZ & 5 Il T ADAMTS13 {EM2% 10 IU/AL Rii ThH -7, Z i



5095 50 HIAHA ITTP ] ¢, ADAMTS13 i&ME1E 1.1 TU/dL Kiifi & &R L T

oo T, ZOMEHEFE T 1M KM TTP #l 258 7=, ACUSTER THIE =72 1Z
D21 NOBFETIE 1L ADOHZBNERETTP TH Y, 110 HEF 1T ACUSTAR & F
g ELISA t OMICHROA —FH 2RO, Znbo 21 #id 16 # Tik, BHF OEIK
%A LV EfICKT 5 ELISA OfEREBFEICEHL . £ 04, ADAMTS13 %
PEIZA 20 IU/L A ETH o7z, WEFHOERRAERIZAH TH 208, HIRMHE %2 R
FTH T IIN =TI D FA~Y—DEFEHELT U F hbr B UERORDEZR DT, =
AU IE DIC (FEFEMEME NEEE) F 72 I XME O AT 2 R L T\ 5,

¥ 7= . Pitchford iZ. Severon S100 T®» FRET X— XD i ® H#HH|EFEIZHOWTE
KL, ACUSTAR L RIBEHEDO R = NNZ =V ZRIPWT LB~ T,

< 5 I & R >

ACUSTAR EH#F 1L D-# A ~ —fHB8 & 3546, ADAMTS-13 IE M R (i 1.5-10

IU/AL O#FICEE T 2L EN S D, N2 BEORN 2% THIERO R BN H 5 Z &
ERETAOLEND DL, R TTP B X% @ iTTP #] T 1.5-10 TU/AL @ f& % /=
TZEND D,

BAT scores for VWD in normal children and adolescents by Maha Othman
<J¥ i >

0725 18 £ TO 7 L CERYIT T 2 EH 2 M FFEM > —/ (BAT) 2=
TEMLTHZEEZHAMELEHLVWSSC 7Y vy =7 MZOWTORKETHDLH, Z
DERBEICB T LZEFESZREOMMBEOX v v 72 MH L, HiEESOZ K IR Z K
LYODHFEBEDOELDZT MRS 2N ARETH D,

<Mk ZE D W E >

ISTH-BAT %, Hifi 2 =27 B8 L OHMEE O ZBFMICATRTHY . AT
BLOLWEOEOOSREMHBEIL SN TS, Lo, 0D 185 E TOMA
WZxt T 5 IEESRMEIL., FhEpH & L oMRERRR L0, ARICERSI ATV
W, SHz, R BEMEVSTEHBOEVWHIRILEZHBV TS,

<M GE & 4 i & PH >

"WHO I L D& BEMIT10-19ETH Y, 18ARMIIEZ OLE e RS
s,

‘CRCICLDEE: HEPLEEME TCOAME FHET 5, BEMIBMEO-14 53%)
& PE(8-13 %) THRMLD,

EEMORE: ZHOEEMIIAEELEMEORETHEY ., TOBIMHN 10 %26
16 i ORI HAET 5,



<7mv=zs hOHE>

FRBEEZ, FRBEIOCEESICH T 2 ER BAT 227 O S B % iz L,
VWD i o tH i fEHEOZW 2k HET 52 & T, 0-18 iDLk B B X OHE & f%
FHEREZFFD 1,000 N\OTFT =22 NETLHZLEZHEBELTWD,

<JjiE>

Z OWF%EIE., Paura James @ 7 )L — 7N 2023 TR F LT HIEICHE S, BIFEITH
MmEEOBEIERE - FIEERN 0, AVEVIREZZTTELT, tMOMFFERELF -
TWRNWZ ERFHETHD,

<TTr—4%>

WET-8 7 AR T5H82 ADT —ZBINE S, ZD I LREBPLETH -T2,

K, #. @mAEEWTFALL 2N HY . FERBIMEIEZS S X (288 ) . T A
P=xU7 (146 N) . =7 hF (96 N) . A2 U7 (B2 N) Thol, ETHDL
nNpnol, BhHAEEEHREGEORM TAaT0ERRON, KFHEETIRRAaT
D WEIZH - 72,

BEDO BAT 227130056 20@HT, EZeicbdr2dooxnabinl(=y
7k 01, BFH 02, AXVT 0176, TA YU T :03), b KRR
IT7IEO0ORLRNCT 1T, AT (3,4) EEFMO 7NV —7F8 L OMKFFT&ET X
VBB O T,

<5t O J5 A k>

TuaYxs NIRRT THhY, AT OBNOHBABENOLOT —FINEEZHEL T
A3

10



