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The current drug treatment in von Willebrand disease
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lsmouiaduusuadulsaiiiinainainuilinunfves von Willebrand factor (WF) &atludagiedu
i 2 A o = o g vva & S A P ' a a _a 14
sgrianandenuaziiasadeniligiidulsadaziifonsenladiionitaudnd lsatewiadiusudaiunsa
' <, a Y 1 a & A o 2 a A P v

wiseenilu 3 vllndeslaun allndl 1, 2 uag 3 9IMsvedlsalinnulivesde n1sliidensanlaieuasanlrati
Tugtheviiad 2 uay 3 igrengeraiinnzdensanlunauduemisld nssnwlsaeniaduusudasidunissnw
A1881 desmopressin Wag replacement therapy 1ag desmopressin fvauslglunissneilsarouladuusun
¥fiadl 1, 2A waz 2N WWundn jUuuvunfildludegiuesiisuuuveidauazeraariudiayn a1nn1sfine
Usgansammenddn erflawnsoannisiiaidenssntazlesiunisnauilugilad saudanveinislafieuszasa
leiey N5l replacement therapy Wunissnwlaenislinaniusiveadennd FVII wag vWF Iaeunnginldlu
Yan v . L v a N yay ! . = aa
Alalansnsald desmopressin WugUleuiin 28 wsernlinauausdses desmopressin INMIANYIMNIARTN
MeunmuIgERIsaannisiiadensenlan uenainiidsdinisinene1du g uildiwu tranexamic acid uag
interleukin-11 (IL-11) WeteaSuiunssnwunulagiu
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Tsmauiaakusus (von Willebrand disease; VWD) Hulsafisnesmedianuiauniienfunisudenaes
Fon gnAunuiiled a.a.1926 Tnetininermansyniluuaudde Erik von Willebrand™ I¢iesunefidlsavassuy
nsudasesdenyiiania LﬁacziﬂwiiﬂﬁlﬁmmmaLLazﬁLﬁamaaﬂLLﬁ’J%ﬁLﬁamaﬂmﬂﬁmﬂﬂa Aaefiulan
Hemophilia $9uffufl prolonged bleeding time (BT) waszauvennanidenagluszauund uasn1svinauaes
ndndondaduuni ludarusniudenlsauinilin hereditary pseudohemophilia sieulud a.¢.1950 fin1s
AunuinsiAn prolonged BT Tugthelsmoudaduusudasduiuiunisanaswes factor VIl (FVII) sunseiidly
U A.A.1973 fimsdunu factor FldAnnsudshveadondiduiusiunmsiialsail Suden factor Aidumulniil
11 von Willebrand factor (WP Tsadianunsadievenmaiugnisy Sarwmnuadisarlaniesay 1-2 auvg

Y & a a a ] =~ a ad 1 a = =
SUENﬂ']iLLGUQG]'JGU@QLa@@IN@UﬂWLﬂ@"ﬂ’]ﬂi']\‘iﬂ']EJlIﬂ'J']lINWUﬂWWQV]'N@']U‘U?@J']mLLag/Miaﬂ‘fMﬂqwsﬂaﬂ VWF gaidudns



d1an glycoprotein Ndunumaensianiguesnandeniuntiasaldeniioiinnisanaia feawdinlsallas
dnaveameiugnssuuafasnsanulumenguasinaslusnsdinin q i lnei gene Mnedasivlsaiou
FaduusUAILBLUY chromosome 71 12% 9

VWF 9n@31391n endothelial cell wag megakaryocyte® iaiinn1suiniu $19n1898dneUIuN1g
wiwhvasdends indadonaziniziu collagen vesaandeniiiinn1suindy ndsIntudsianIznauiuues
\nanLden (platelet aggregation) lnetndaidenduiunisnasadonlaned VWF Huddiredulaelddasu
(receptor) e glycoprotein Io/IX/V a1nduindnidenazduiuiaslaglddsude slycoprotein lib/lila receptor
wenanil VWF daimihinduluanadan (carrier) 101 VIl idangaglunssuiunisudaiiveadensae lay
VW luidenagduiiu FVill vinls FVIll ldgnvianensaiuly dsiudlefinnnuiaunives VW azdeald FVIIL 8]
| & aa & osLya = "LYJI 5[3]
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Wosnw1n VWF dnaziinlit FVIIL Sap3etiniiduassie fatudenanladn vWEF Sunuimismiesuns
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MNUVDILNAALADALAZNILTIRIVBNLGBA (coagulation) Asiansluguyn 1t
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EU‘W 1 LLamsuumaumiWN’m%ﬂLﬂamaamsl,umimm Homeostasis 9923 VWF Lagd1suigau Lyu

ADP, fibrinogen, thromboxane A, Tun1sgainigiunasndenianyinl®

Jayan19sEuInINgn
lsmowiaduusus nuamuynlasesas 0.6 89 1.3 veaUszyinsilan Felsataunsanulaluneandgs

wazinavgludnsidiuin o fu guiglsmeawiaduusuniliiissunsdiuintduniionnisidensenagraiitedfgy
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v19Aatin (clinical relevant bleeding symptoms) lngaauynvesyiiiiiensenagafideddgynisaadnnula 1
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1 10,000 AU woNIINLUANYNTBILIATRWIATRUTUASIEIANLANsN iUl ukas UT FudukuInIaNTItady

atlillosanninaeilunisuus (cutoff) veesedu W ldiauuansneiu lngarunfvesseau VW azagluis



50-150 1U/dL @awwamnsidademlvagldinasiaes vWE Aidesnin 30 1U/dL Feagdadulsmeuiaduusua
Tuvauginausives principles of case for VWD agldinausiniosnin 40 1U/dL™ Tudszimalneladnisdrsianim
gnedlsmouIaduusudlaeivuasedu v fidosndn 35 1u/dL Fsdadulse nan1sfinwinuannugnuessa

TudadRUsUAUUSEINS e Sasay 0.96°
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Tsmewiaauusus wiseenltmdu 3 sdavdnlaun ¥da9 1, 2 uaz 3 lnewded 1 avdanuAnuninIedu
USanauwes VWF, 9ai 2 asinunisnunisvineuues vWE @usieit 3 asiidnwaznauiusynineiad 1 uas
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1. lsmeuladuusudwiad 1 Wusdainunniigaussunnosas 59-76 veagUaslsmouiaduusud
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MMUALALAINNTAENEANIIRUENIIUVTEA autosomal dominant TngazilseAured VWF anadaenesn s
ANMYRY VW Sepadudnd anvaiiinainanuiinunfivesdu duuindnidunisunionelivesdu (sene
deletion) imuRuMsaiie siliinisasns vWE anas ermsinulsiguusanntn enanuidenseniiendntes
whtumdannsldsugtRme = o
2. Tsmouiaduusudaiindl 2 wulduszinafesay 20 vesftaelsmeniaduusud Houslneiiaiim

Aaun@iAgafiunsimihfives VWE auvaiinainanuiinnfvesdu dainifunisiiasunlases nucleotide
VALY (point mutation) Vinl#s19n @519 VW ﬁﬁ@mmwﬁaaaﬁwﬁmﬁ 2 feanunsauuslasn 4 Uszian
gogpp >

2.1 %iin 2A WuenuRaunfveslusfiuun VW vilign proteolysis ainnnseauaany
VW ldd1eu T5n vD wiin 24 dinsthemanmsiugnssudunu autosomal dominant

2.2 viln 28 ﬁmidwmamm&ﬁuqﬂiimL‘ﬂULLUU autosomal dominant 1A VWD %flail
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anunsanuldfesay 5 vesUae WD Tinun Ballanuiinunfvesuisundsluninidenddnvued1fyfe
wndaidenaziinnureudiuiudiazu glycoprotein Ib 11nn31 glycoprotein Iib/IX Taglsdsinadidadannseduvili
USunaumeandnidenansdiias uardnagnusiuiunngindadensn (thrombocytopenia) Hunsnefideasul
\inn1aginantdensiiag lawn n1999assa n15tASuen desmopressin 1sa vWD il 2B Lilons1a919
1% a wva [ =i ! ! [ o 1 @ 3
Vol UAN59eNUNITTINUYRY VWF Vianatedrsnnuiazhiidudndiuiunsanaivesdiuin vWr
a < a A Y v a ! a [ [y [ A

2.3 wiin 2M JJuriaiinulidesnin nannanuunnsaufediuauveuiuvetndniion
U VWF wutieaiu 2B usl WWF fuduindmdenlals vinliiindensanogiesgunss ds wwo aida 2M fins
dneveavneiugnssuluwuu autosomal dominant

2.4 %fin 2N (Normandy) tuanuinun@ves vWF luusudldduiu Fvil villdaansa
Juriu FVil ke vl FVII gniianeegnesinida lsmswdaduusudeiinidalimnuadieadaiulsn hemophilia

A laglsa vWD 3l 2N finsanenannisiugnssuduluy autosomal recessive



3. lsmewiaauusunvied 3 1Wudaifinnuguusiiniign Jeinisaeveanisiugnssuiduiuy
autosomal recessive LAiRAINAMURAUNAALUSIIUVBY VWF ag1aunninsizsienieliaunsaasne vWE lalae

Fiu VW Aismetiegliannsaviauladamwalisnanieiiszauves FVIl segraann>
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pmsvedlsntewiaduusud sxfiaunannvans Tuiusssures W enmsiinuldvesludinldun s
fisndon (bruising uazidenfualua (epitaxies) Iu%mzﬁﬁﬂwﬁgmmiﬁwulﬁﬂaaﬁamsﬁLﬁamaammmﬁawqm
natuileisuiaunausiinusaaziivuinidn (minor wound) Amy visemstiuszdufeusnannuazgalmadinia
Unflumends waniiefnissuunainisvedlsateuiaduususnuaiiavedlse Aazdanuuanasiulusday
ilaldun fihoviadl 2 uas 3 Mduggeeny fhagnuidensenlumafue1mis (gastrointestinal bleeding) FUae
¥iladl 2N uaz 3 e1anunsidenseniude (intra-articular joint bleeding) winfidensenlulsuaminanading
wﬂ’guﬂ’mﬁ’mwwﬁdﬁﬁqLLﬁ@@Tugﬂﬁ 217 ganp1sfine the WIN study wudngdaslsaieuiaduusudine
wdsnagnuenisldvssnitneies Tnamavdidosay 80 avfinsideidonsewindifiusesufeuusuamin
wardINNINFegay 20 AzilidensanuinnInAuUNANGIINAITAANAGN (hysterectomy) LLaSTuQﬂaaﬁﬁﬂawu

HAUNANI9TEUUAURUGIYY ovarian cyst Azile1nNsUinvietegegulsesuiuniidonsonagiagunse® uag
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NNSANYIVDY Sanders wazAn (2014)1% wuingthevliag 1 Mlleguinndi 65 Vasdiidensanlauinnitau

Aa v !
NUBIYUBYNIN

n197UaRY
nsidadelimeuiaduusunlzerdelszifnisiindonsenuazUssiAnsauasITINtINITnsIang
HosufUAnsialuasnuingiidulsadasfiidnwmugAed prothrombin time (PT), activated partial
thromboplastin time (aPTT) kag bleeding time fonuiutul daunisasrafisunizfulsadenisnsiam
VWF level, factor VIII, VWF antigen (WF:Ag) Tua@niin1514 VWF-ristocetin cofactor activity assay tag
coagulant activity of factor VIl #11n5gAU VWF antigen laguisansiadalanseiianiesnin 5 1U/dL 2z
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ftheduniind 3 vienguiiiennaifisadndes uivindien VWF antigen daust 5 1U/dL Suluazdabu severe
type 1 VWD uaﬂmﬂﬂfﬂwﬂ’ué’aﬁmﬂ% VWF peptide Jadundanaluszninanisadne v ungaglunissiwun
Tsmouiaduususadini 1 uaz 37 dmsulsmewdaduususailad 2 awnsouvadu ¢ vindesfoviia 24, 28,
2M uag 2N Tngada 2A, 2B Lay 2M @wnsalta VW wag VWF-ristocetin cofactor activity assay 8uguxanis
A0eduld wivinnudurdn 2N azdnanAuReUnRvessa VW eeiildanunsaduiiu FVIN-C I Ssdenaldsesu

2849 FVI-C ansad™ s1gazdennsitadeduy o uwandlugun 3



Epistaxis

Cutaneous
Bleeding

Bleeding from
Minor Wounds

Oral-Cavity
Bleeding

Gastrointestinal
Bleeding

Bleeding from
Tooth Extraction

Postoperative
Bleeding

Menorrhagia

THEviien
1)

Postpartum
Hemorrhage b L] No VWD
Muscle [ Type 1 YWD
Hematoma ;
O Type 2 VWD
Joint Bleeding i : B Type 3 VWD
CNS Bleeding
1 | I 1 1
0 20 40 60 20

Prevalence (%)
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/
Type3VWD

Type ZAVWD / Severe
\\ Second-Level Tests Type 1 VWD //
\\ and Nzl:":a\ VWFpp //
N Multimers 4 ced <5 1U/dl y

Loss of HMW
multimers

Enhanced

Type 2BVWD <5 1U/dl

and

<301U/dl

Multimers
Loss
of HMW
multimers

and

Ratio of
FVIII:C
to
VWF:Ag

<30 1U/dI

and

Ratio of
VWF:RCo
to

—_— Bleeding Disorder Suspected Ratio of Type 1VWD

VWF:Ag VWF:RCo >0.6
=06 g M Ttr']d
VWE:A Multimers
e Normal

=0.6
Type 2M VWD Ratio of

fo 30-50 1U/dl
VWF:Ag
=0.6

VWE:EVIIIB Ratio of FVIII:C
Reduced to

VWF:Ag
>0.6

Type 2N VWD Low VWF
I
I
1
ﬂdl 1 v UQ wa o aa QJI a a 6‘[7]
UM 3 uansAmeiesdjuinisiagnisiladelsaieuiafuusus
Ingn153ladelsa VWD agvilaganisiialiensansiuiun1sinseeu (1) vWF antigen (VWF:Ag), (2)
platelet-binding activity of VWF (alae3s VWF-ristocetin cofactor activity [VWF:RCo] assay), e (3) factor
Vill activity (FVIIC) wngUqeifinnasidensanuazasdedndu wwD a2vi1n13ms9a first level test Aoldan
VWF:RCo Wag VWFAg #INNAaN15A523 VWFAg a1nd1a1und 19vin15tfigunions1di1uszning
VWF:RCo/VWF:Ag mnanaafudndiuieniuunuinnii 0.6 @usnndnazidu vwb e 1 wadwnieanas
Ldudediunasdarfaus 0.6 asunduundnazidu vWD wiiaf 2 d@au vWD aiiaf 3 tusinaziiseiu VWFAg
N ¢ (< 5 1U/dL)
dmulsa VWD agiinsnsiaifladuges Feazisoninduniinsia second level test lauAn15msa RIPA
way VWF multimers vnuani1snsia RIPA Tinafiunisinienauiuveananidenvzilugiia 28 winua RIPA an
manznguiuvendndensiuiuiinsviamelives vWE multimers aziluaiin 2A usminwudn RIPA finns
annsnIznquiuvaLnandonws VWE multimers iJuunfaziluaila 2M daurdia 2N azerdenisinszau

ratio FVIII:C to VWF:Ag 3saziien < 0.6
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N1355n8115A18UTAARUTUALUITLATDINITINYINNTTATBILTAKAEAIILTULTIVRINTTEBABEN
Wannnewesnssnw el VWF uay factor VIl level Wuuni annisidaidenssnuaytesiunisnauidus lng

Y a Y] A a o v o oA

n153nwidgUnuufanluwnugiin 1 n1s¥nwludagdull 2 wuundn Ao replacement therapy wag
desmopressin F3Aa18ARNUA1TINYILTA hemophilia TuszeziTuLsNIAviIN1TSnINoUTEAUUTEABIBINS
lunsalfiinideneanuiniAnun® Lazn1ssne1dniglnen1ssnuInan (treatment of choice) Aan1514
nandusivendonnd FVIIl vse FIX Wupsduszneuliiemununisiadensenuaznisti plasma FVIIl azlinsdl
Ay ° oA ANaa a a . 121
NADININITHINANIDNIUNULADADDAUILIN Soft tissue

N195n¥1A2881 desmopressin (1-deamino-8-D-arginine vasopressin; DDAVP) (Minirin®, Stimate®)
Ing desmopressin Wuayiiusuas antidiuretic hormone MigndaiAs1ehiu aangnslaeni1suiu type 2

H [1, 3, 13] . oA ! . . A A A <L o

vasopressin receptor e desmopressin UAULANAIIAN antidiuretic hormone BUABU 9 ABLHNTNN
Tvaenianyuafa (vasoconstriction) Wesun Fslaifinadeseruaiiunulain uas desmopressin anseRuln
LWAANISNAY VWF Lag FVII 990970 endothelium vinlszauves VW iindu® ¥ desmopressin fdaudldlu
M350 LW13n (diabetes insipidus), Uaaganniiu (polyuria) nszmeunanniuly (polydipsia)t?

Desmopressin ddouslalunissnulsmeuiaduusuasind 1, 2A waz 2N uwsnuldlunissne lsaou
InAuUTUATEA 2B 1H91nlIAI0UIaaLUTUA THATSISAEAzase VW ARaUAR 301519 desmopressin g
nszAuliAnnsasne W iinunfuwagluduiuindndentduiniu iliiandensenliuintu uenainiding
Ilulsmauiaduusudviind 3 Weasnienmeglidawisaadis vwr laaeg * ¥ sUuuuen desmopressin
losumssusediildlunsshulsameniaduusud launsuuuuendadivasnidions (intravenous injection), 3n
W lArIma (subcutaneous injection) Wazguwuugaanuidayn (nasal injection) lngsuuuugvilndaidi
nasaldonntardatileimiliagldlunissnvidonoonsliaReunaunie Uesdunisiinidonoonnaun1nign

dwdagaviuinaynazlilunistesiunmsiinidenssn



15AI9UIABLUTUA
yiiadl 1 AT 2 way 3
Desmopressin Bilnan T Replacement therapy
lally
A1INDUAUDI #nM10D1N135 Bleeding time
Taj

Desmopressin L‘?;Jumat,ﬁamm TindnAuanail VWF waz FVII 01RINTVYR

NEANDE1ITIAN?

WNUQHN 1 UM ssnwlsaeuladuusua’

Desmopressin injection
a o ¢ . A a A4 o ' a Y] = =

HARAa9 desmopressin siadanidnurglulssinalveaziiauin 4 lulasniudevin @zl
hydrochloric acid Wuansvihmiusu pH Tiliauindu 4 wagd chlorobutanol Wuansiulde (preservative)'™
Desmopressin fiAA3stinussana 1 9alus endlgnduesnnedaaizluvan aeuludiieniinnsvhauveds
UNIBlusEAUTULT N15WEn desmopressin luruaunienvilieniiAiasadinuiune 9 alus Jsesliuan
g tugthennsvhauveslaunnses® 14

w1981 desmopressin MlElun1ssnwlsareudaduusuaae 0.3 lulasnsuseilansu (vunenadgn 20
lulasndun) nMsususenaguaneilu 0.9% NaCl w5 NSS Usunu 50 Jadans usmsenlaenisveadivasaiion
o v . . . ' a a ' & a v
AUUTT 9 (intravenous infusion) WILKINATY 30 W VUIREgeEalunsUTMsesienssAe 0.4 lulasniuse
Alansu wonanilfiauisauinisemienisaadlaiamis (subcutaneously) auia 0.3 lulasnsusenlansuls
wazgansabieglanigly 12-24 Hilus duiunismevaueasiazyanal” ¥ niInuTmsewEIsIeng
9¢iN15MOUANDITENIN98T desmopressin AU VWF wag FVIL iunvuduiusivauinenlasu lae
desmopressin azamsaLia VWF wag FVII Tu plasma 19 3-5 winvesszau VWF uag FVII unielussaziaan
30-60 wniluagilszaugauiuegioy 6 9alus® yenanilendaiinaiiiu plasminogen activator FeazLiuAy

1 [ (% a a l\'L 1 1 a . . . aa [1]
BYWITIALIIVNINMNNUIVEITYT LA LNUNARDNTITENR flbl’lﬂOLySlS NINAFUN



lugUreninisiauvedlaunnseaziiuuimianisivien DDAVP fe Tug#dAl eGFR = 50 mL/minute/

1.73 m? lddosuSurunneualugfidel eGFR Weendn 50 mL/minute/1.73 m? aglauugthlildenil (eniiu

DDAVP #fin nasal spray)”

Desmopressin nasal inhalation

HAnsa desmopressin nasal inhalation fengnitaulvieglusu aqueous solution dmsuaanung
3N Usenausie desmopressin acetate 0.1 1adn3u Sodium chloride 7.5 fiadnsy uenanilfsUsenoude
asvfindu 9 louA citric acid monohydrate, disodium phosphate dehydrate wag benzalkonium chloride
solution Tuwua 1.7, 3.0 uag 0.2 fadnsuniuainu™ Desmopressin nasal inhalation #&39INUTWITELA
AA3sTinegil 7.8 §1 75.5 it aunsnsengudldednsminiainiely 15 unit denliduiulsiu wazgndueen
ydlpognedn q deiulufinelsaladeaiinisuiurune ndminiuimseudaasivssansamegldum 10-
12 F3lagl®

Desmopressin flanuayn lun1ssnuilsaewdaduusud dvwnnmsidluddiedlngde 300 lulasnsy
wazawnerludindiddmdndadosnda 50 Alandufe 150 lulasn3udaduruinitganiinissnuilsaunin

(Central diabetes insipidus) desmopressin Usuuuayniftoutldlunistesiunisiiadensanduninuay

gtugUwuuildiliidmiheludsemalngludagdu”

Us2aNnsn1mn19Aalinua9e desmopressin

ilesannnsmevaussienn desmopressin Wuwuuduiusfuruineiildsunarlugtisusdazseeadl
15RO UANDITIUANAIaAuE é’qﬁuawﬁaw‘i’lmwmaaumwauauawiaaﬂu;:iﬂwLLGiazswL‘ﬁaﬁ’]ma
Uszdnsnmnanatinlaevinn1sinsedu FVIIl wag ristocetin cofactor #184911N15UT1IS desmopressin LUUAA
fUneansiiseiuves VW wag FVIll Fesay 30-50 91nsediutnandsanndlafuen wagludiidosinnsindnea
fosuimselurunagadielsisyfures WF uag FVII Wudulnnniesas 60 §1 100 Tnesyiuves VWF uwaz
FVIIl foaufisnnuegnstios 8 fa 10 47lus wazenadiosumsemn 12 f 24 Faluamndlsgiures VWE wag FVII
mnitmng20

1NN15ANYIBY Federici AB wagatug (2004)% vinn1sAinwiuse@nsninuesnsid desmopressin Tu
fuaelseouiaduususviadl 1 uag 2 ¥liaguussdnnu 66 au lasvinsdadendtaelsaouiaduususiising

=K %

\AnLdeneoniififeddgnienddnsiuduiamiaiesl fURnsiaaUnfAfe bleeding time (BT) wiuannnia 15
1191 A1 Ristocetin cofactor activity (VWF:RCo) Weeni1 10 1U/dL wagan factor VIII coagulant activity (FVIII:C)
flondn 20 1U/dL nésaniifielasu desmopressin luruna 0.3 lulasn3udedlaniuuds sanisdnwmuin
faedien VWFRCo way FVIILC ifistiuagnation 3 wihvaseiifaldreudsmnisfine wasidn BT foandn 12
ufl dlevhnisiSeuiteunusiaveslsmeuiaduusud nuinisnevauesagiinuuanmeiuiuiuriaves

lsmeudaduusus lneduielsaewiaduusuayiay 1 dnsnovauesievay 27 vliafl 2 nevausslagiafe sy
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Spvay 18 lay YA 2A MaUAUDISREAY 7 @IUTNA 2M MEUAURISaYaY 14 way TUA 2N AaUdAUsIseyay 75
¢ & v o2& 1 v A a & a o A A ’N O A ' %
nnsAnwiliansliiuingUislsatewiaduusuaviiad 1 wagsliaf 2 vavllawiduiineuauesion sy

desmopressin @ganaaasiun1sAnuluefnieIiunisly desmopressin TugUlengalsntouiaduusuni

[
o [

AIATTA JULUUNSAN®ILUY cohort study Tuseninel a.a. 2000-2007 HELUnsun1sAnwduay 31 au lag

Yo

- PP Py . = S A4 a a )
LEU']TJNﬂqiﬂﬂﬂqwﬂiqﬁmLﬂﬂLa@@@aﬂﬂ%l@i‘U desmopressm 2033 ﬂiﬂLNaLﬂﬂLa@ﬂ@@ﬂﬂqﬂﬁLu 48 GU'JINQ A3

ey

o w I

MsAN¥INUIN desmopressin @nssaLiia FVIl waz vWF Isogsiifodifyauanunsovgaidenseniaz ey
maiAndoneentnglinsuanvald wenanildawuingn desmopressin laifinasdenisnlunssd?
MNA5ANYITDY Castaman G uazamy (19972 l@iin1sfnwiiseairfuanulasndouas
UszAnBn1mves desmopressin Lile3nwinazdostunisiiaidensenluftlenzifadadon lngvinnsdnuly
faeduau 15 au flaennaieagldfu desmopressin azagluaisii isotonic saline 10 fiaddnsudariinig
UIM38IUUL IV infusion U1U 30 WAHaNISANYINUINEEUIBLES 1 sewhuiidnaindonsanndinis
UIseluuas sgnslsfimundanisuimseilludthennsedinaiennisidenseniisnintiosidy deariuan
v wazdeneenaulsity wazanmsinuildnuennslifiessasdainmslden desmopressin
1NN15ANYINI9AATINYDY Raimundo J wazamz (201229 vinnsAnwiUsz@nsninvesnisly
desmopressin Tugtheifinlsmeviaduusus $1uiu 24 auluzasd aa. 2004 fs 2010 Aiflenmsidensenaudes
uaudnwidlulsmeuianansfnsmudieniisyansamilunisinweinindensenilitiefisssiuam 1
seffinsiidoneonuardl 1 Meiinensiiafesainnisldenfennudulaing
lumunisinwusgansanveanisdesiunsiiniensen annsdnwiluefnnuinlugdiietewiaduy
sud Afemsidensenviasuusutuiidensenuiinalute idensenlumuiuemsves deadualnauass
seauYes FVIIl fondt 10 U/dL annmsdnuilugtnesiuiu 7 aulnsudaduiiieteviaduusuduia 1, 24,
2M war 3 911U 1, 4, 1 uag 1 aunudnu §Uelasu desmopressin vuin 0.3 lulasnsusieilansuazatelu
normal saline 50 fiadans Twuu IV infusion W 30 Wt Wefisedu FVII foendn 10 U/dL man1sfnwinudi
nshiendesiuannsaannisnaudiansnwdlulsaneuiala?
amsfinuldvesliun Tadu Uvanh uagdeuudnalunth ¥ feannsaudlulilneudmseludasiii
a9 wonnil desmopressin Suilinanzledonludens (hyponatremia) iﬁLﬁaﬂmﬂmﬁﬁqwé antidiuretic
effect ﬁﬂﬁﬁﬁ'ﬂwﬁmﬁmﬂﬂdwﬂaﬁmlﬁmmwmwfﬁ Foudsmsvimsinnusediu serum sodium Wuszes o
iauﬁ’ummuzﬁﬂﬁﬁﬂaaﬁﬂﬁmmiﬁ'uﬁﬂu 24 $lususn uonaniigierailnAnaudnldudidueinisldits

UszaspnnuladagV
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A5 VWF Nauny

v a v

w71 desmopressin HUszansanAlun1sSnlsmeuiaduusun uadidgUislsamouladuusunsin

Y

Y X A v

28 #lanunsald desmopressin 19 &eiifieosas 10-20 vosgUlelsmisuladuusunvianun faugUlsnguil
Indusodlasu VW nauwnu Tnendnsdasind v Jussdusznauliun

1. Fresh-frozen plasma fiteusldlunissnuinisiiaidensen Jefnendnduandss FVIIl wag vWF 10u

[
& a aa Y IS

pefUsznousnanfiviniiideidefodeddlutinadeudirannlunmsidudazads Tnglulsaouiaduusud
aldlurun 20 89 25 Sadansdenlantu enavilsiaeianaguaadilet @

2. Cryoprecipitate mamﬁmsﬁ%ﬁmﬁgﬂsl%’LfJumesuaqmﬂﬁ VWF wag FVII wunut 3 iesananunse
ngadonoonldd udrondymiesnuuignivesansusiuasdamnsunsszuinveslsaeadviilidan
Jeuanas saufuiinisndn intermediate purified FVIIl concentrate (Alphanate®) anntudanunsold FVIIl uay
VW lg#ndn arnnsAinwmnepdiinues FVIN waz W lusfafiinuun dadunisfinwinuy prospective study
TuUslsareuiaduusundiuiu 81 aunUafuefinfl 1 $1uau 15 Ay 9finfl 2 $1u9u 38 Auuazedindl 3 ST
32 AU HANTSANWINUIIANASITIATDI VWF Wi 6-7 F2laswazes FVIIl wihiu 24 4313 ndanindiuiunsen
uAgtheudalurng 1 glasedlaniuazanusauiu WF ldusvana 3 giaseindans Tusuvesyssavsammis
padnlumsnuinisAnidensonmsfinuinudt Alphanate® anunsaannisiinideneenldd Sevdazasogld
wiade 6 F3lug wasliUeseway 20 damsdl prolong BT wiinazhiflidensenudifiautt 29

wonaniifefinasld highly purified VWF (Wilfactin®) il vWF JussAuszneundnuaszi FVIl iftea
LﬁﬂﬁaﬂuﬁﬂamauiaéLLUiuﬁﬂjﬁmﬁ 3 9INN13ANEIVeY Derlon wazamy (2007)27 vinn1sfinwiussdnsninuas
AnsUasnfoueansld Wilfactin® lugthelseouiaduususiiidensensuusad i 50 519 HansAnw MUy
fUaefa¥enas 89 movauadfinen1sinu uazlinueinislifisusrasdiiguusaaznzunsndouainnsld

highly purified WWF lunsnunil

n33nwEUae VWD 1881n155ULse

TugfUae VWD iloinsidenaaniuwse viselineuausssenislden desmopressin lnglanizeeagagUag
VWD %iladl 2A, 2B vise vl 3 s3udeUae VWD vilal 1 13 vWF Tudensiuazin1isidenaanjulseiainis
o oA A | v v o Y aad = v °
HRnvseLdaneanlineanadlinsinwmedsau o elinisliasnauny (replacement therapy) lngansii
wnuiewlilaun W luguves cryoprecipitate saulufiananidonidudu (platelet concentration) eaziden

Y8154 replacement therapy?® agulansnisan 1
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M13199 1 N5 replacement therapy Tudte VWD 7iflon1suuse

¥in VWF/FVIII Wi Platelet concentration

Type 1 Iﬂuﬂiﬂjﬁﬁﬂ’sﬁmauauaﬂﬂaﬁia desmopressin laifigausld
vidonsdifioenslrssiuves vWF Lfingein

Type 2 | Wlunsd@ififinnzdeneenguuss vieltlunsdd | lifldousdld
RN IR

Type 28 | Mdlunsdififinngidonoongunss vieltlunsdn | MWlunsdiifanzindadendiunn ey
NAREIS 16150 VWE/PVII Wi udnfmn

Type 2M | Mdlunsdififinngidenoongunss vieltlunsdn | Lifideudld
RN IR

Type 2N | Mlunsdififinngidenoongunss vieldlunsdn | Lifideudd
Fownsinlng Aliamnsald hishly purified FVII

Type 3 MHlunsdlfiinnzidensensuuss vseldlunsddl | 1Hlunsaliifidensenlingauiiinaslésu
RN IR VWE/FVIL Tunafisnzaaudafinng

n15SNEBY 9

uenaINNIsFNwIMan fftldnantuiudidnedu deagduddinsinersidiunisaatsduiien
(antifibrinolytic amino acid) 114 Im8L@W’waéw?jﬂuﬁﬁLﬁmmm&ﬁamaﬂmﬂuai’mzLﬁziu GRERAGRINA
Fonoonluresaasa lutestinuazmadullaansfudu slunguilfiidovdddlunisinulsmeuiaduusud
¥l tranexamic acid dsanunsaldluszezdun (short-term use) vwalunisld 25 fadndusiedlansusonds
(vunegean 1.5 niustenss) widlituay 2-3 A%t Tnsenfidmiglusuuuuendauuin 250 Sadnsuuareidn
Tnedndmamasnidendiegieth q (slow Iv) luawa 10 fadniudedlansuronds nn 6-8 H2lus Ineuivisen
Tuns1 (administration rate) lsitfiu 100 fadn3usoundt sUuvVBNdniidismineAenasnas 250 fadniusio 5
fiadans Tnemsldfen tranexamic acid o1aldluguuuue i lusedilifiennisguusauasldsandusiasuiuen

au 9 lus1eidon1syuwse®>Y yananildedinigly tranexamic mouthwash tasufiunIsSnYIMaNLNEAANTS

)3

v a o

Adonsenlugosiindudu uenanilfeiivh cytokine Ae interleukin-11 (L-11) 953 subcutaneous 1119
Tunsifiuseiuves FVII way W Lilsannnisdnuludainaaesiionn vWF wuinnisli interleukin-11 anunse
Frefiuseiiuves FVIIL waz VW 1612 wagannisdneinisaddnuesnisld IL-11 lugUrelsmiswiaduusunviin
7i 1 filuneuaussrosn desmopressin $1UIU 9 578 NANITANEINUTN IL-11 @ansasiinsziu VWRRCo nnels

48 Flausvdansuimsenlang 1.54 Wi wennlldsaanisiinifensenagresunsslungamiusednaoula™ us

1%
Y] [ [

ag19lsAnIUNISANEIUTEANS ANU9 IL-11 Tulsmaudadnususdailsnne faiuenaedsanisAneUseansnn

npdatnvunluglusuaailetudunaddniau
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unasy
lsmaudaduusudlulsanisiugnssunfiauiiaunfvesssuunisuissinvaaden oanisinudnazd
anuuanssiulugdiswsazse Jagdumeaiuininimeinermansuazn1snsiamaisaujiinsiiuay
winAtislunitadey M laneatuneassing1vesdsaleuladuusuaiiuanniuy nssnwddssansain
X ) o I v . PR a a s a o a
Wy TnensSnvmdnazidunisivien desmopressin TugUaglsareuladuusuaviain 1 wag 2 viviauag
Y a o  eaa = = aa a A a a = o
NFWNERA 9NN VWF naunu 991nn1sfinyimieadiniiuuinuinduseaninmalunismivauuazdesiu

A J

nsiinideneen wieainismevaussandiulugUisurazsedmiun1sinyme desmopressin d@3un1siv

AR VWF naunuiueailgvisuanudsiaanie wiittagtuavimalulaguntielnliideuntuue

a

Fenstideynunvaduanuasdivesliuia FVII way VI Tundndud delusuianiiasdiniswauindadad

. . . = aa v & =2 [ ! @ a A =
cytokine interleukin-11 fin1sneassnepdinuadadunisAnwiauiaan aniteravidudnmadenniaunis
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