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von Willebrand's Disease and Its Response to DDAVP

Ampaiwan Chuansumrit, Nongnuch Sirachainan, Somporn Wangruangsathi,
Samart Pakakasama, Sukunya Chotsuppakarn*, Pakaimas Pintadit*, Phongjan Hathirat..

Department of Pediatrics, Research Center*, Faculty of Medicine, Ramathibodi Hospital, Bangkok, Thailand

Abstract: Objectives: 1. The descriptive analysis of the clinical manifestations and the evaluation of the diagnostic laboratory
testings 2. The comparison between the efficiency of intravenous and intranasal 1-deamino 8D-arginine vasopressin (DDAVP) among
Thai patients with vWD. Study design: The clinical manifestations and the laboratory testings among Thai patients with vWD were
analyzed. Then, 0.3 pg/kg and/or 150-300 pg of DDAVP were subsequently given. Blood was drawn for the measurement of factor
VIII clotting activity (F VIII:C), von Willebrand factor antigen (VWF:Ag) and ristocetin cofactor (RCoF) activity before and at 1,6 and/
or 24 hours after the administration of DDAVP. In addition, the bleeding time and ristocetin induced platelet aggregation (RIPA) was
checked before and 1 hour after the medication. Result: Twenty four cases with VWD were included. The two most common bleeding
symptoms were ecchymosis (41.7%) and epistaxis (37.5%) which were manifested as early as 2 years old. Although VWD is mostly
inherited by autosomal dominance, only 17 cases(70.8%) had a family history of bleeding disorder. The patients could be classified
as type |, 22 cases; type Il and type Ill, one each. Consequently, the percent of positive laboratory testing for the diagnosis of vVWD
was as followed : F VIII:.C = 41.5%, APTT = 44.7%, bleeding time = 67.6%, VWF:Ag = 73.2%, RIPA = 78.6% and RCoF activity =
94.1%. Fifteen patients received intravenous DDAVP, the levels of F VIII:C, vVWF:Ag and RCoF activity reached the maximum
increment of 3.63, 2.79 and 2.60 times, respectively one hour after the medication. Subsequently, 8 out of 15 cases also received
intranasal DDAVP, the levels of F VIII:C,vWF:Ag and RCoF activity reached the maximum increment of 2.74, 2.19 and 1.95 times,
respectively one hour after the medication. These levels were significantly higher than the pretreatment level (p<0.05) except RCoF
activity via intranasal route.However the levels of intravenous route were not significantly higher than those of the intranasal route.
Conclusion: The diagnosis of VWD depends primarily upon the manifestation of the bleeding disorder and laboratory testings.The
most sensitive test was RCoF activity. DDAVP either by intravenous or intranasal route effectively increases the levels of F VIII:C,
VWF:Ag and RCoF activity.
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inenguiealauaslunIdifl RCoF  activity
< 20% MIIMTIVFIEAD aggregometer NN
UBNIAULEY RCOF activity lAgnaBIuazuaiuEN
A

AIATIY coagulogram {IunImTaIad
mlslulsanerunanilluadiluniiiadelsa
\aARaNdENNNUGNTTINANETIR Wi APTT ax
Anundlugtlos WD 7 F VILC mndn 30%
32AU F VIIEC azullstiumaszauas vWF 189
g WD sstunsliFn APTT wiesasinaien
B iniddeiananals

daunsasraniasujusnislaeld RIPA
ssnuidaUnilassau vWWFAg luin3adan
WaandimIawminnu 30% uwazAnudutuues
ristocetin AlHlun1IATIINIIRBIUHTRNIAT
AIMNETAEY izt ldAadNturinay 1.2 mg/
mL viavaendn emwdndussauiiaedannalily
A9aliedy vWD laaninAnudnty 1.5 mg/mL
fineldiumlu® dnludiheifainndensand
avdulsmauiaduusunndusalaiuniiniig
Fmanepsilnawsinliaseatios 2 A%

Q\J’Jﬂﬁawum 15 918 lammsAnwnig
paUFURIRALT DDAVP wiimdativiannidan
wuaenlilaedtdndmanadanmindu 0.3
Wlpsnswnn. FaaaldsunisAneiudainle
ANNIARNTEAUEIN G A" wann3Anw
WUIENIORNTEAULEY F VIIC, VWF:Ag Uas
RCoF activity laigagatvinniu 3.63 ivi1, 2.79 i uaz
2.6 wih maaeu Inefnafineuduasgegaday
Ingifl 1 #alws uasndugseauipnd 24 dalas T
§ihe VWD type | #nnsnauduassaenlsing
VWD type Il waz Il uazwuinliumnsneann
sreudlusalssna swrsalaszau F VILC
1§ 3-5 wih TEzAREUAUDIGIEAT 1/2-1
$2la""® yananil half-life w89 F VIILC Al

UWANANIINTIENUEY FIYINAU 3-5 7a0."° Ws VWF
fi half-life FunirTeeudy 8-10 1. ATecd)
naAnvRNBuREW S Tayaunnind
dMMIUNIMAUEURISaaY DDAVP 7l
wuayn nnmsAnunildnnaeniads 5.6 lalasni
/nn.dawnndanisAnwdudndasddduuine
Uszwnew 3-5 lalasndwnn @adlunisdnenlu
dnajuazinla laafdwisominszaues F VIILC,
VWF:Ag, RCoF activity 16 1.4, 0.96 uaz 0.78
wimNaay  warwudnliuansneainnesuiu
Tl szmARia R saiRNIEAY F VIILC, VWF:Ag
waz RCoF activity 161 1.5-2 1in®
Wawssuifisunsnausunsenninin
nurlianuaynneada lasusnmswSeudieu F
VII:C, VWF:Ag uaz RCoF activity 71 1 waz 6
taluanddldemuinlufamnauansramieads
TaufiFn p value Ay 0.36, 057 uaz 053
avaau laifianuuansaannnsAnenzas Rose
wazAz® Tugilae VWD 9w 11 31e, 8laiide
18 3w 8 e uar GihedfiulrslufEauds
fflan1adanoan 3 18 wuinen p value 289 F
VIII:C, VWF:Ag Waz RCoF activity WinAiu 0.051,
0.074 waz 0.103 ANAIAU wanilanSeudiau
fuszsunpuldsuEwuIniinaRasEAuTas F VIIC,
VWF:Ag uaz RCoF activity 1 1 #laslaaiinin
WANGANNUNNEDA (p <0.05) aintiu RCoF activity
luffihedlien DDAVP wfiawuayn vadlanae
{unszAn RCoF activity AnTaslalugiiag 7 lu
10 MadAniasnit 10% miliawisauansd
wiuauld Anudienveclidiunnuuansnemdaa
sauulugiag VWD swncliien DDAVP wilawiu
wnunuriindadnaanidasldlnewudniuiion
anterior nasal cavity WuildwIInaRTNls A
uwazn3ld DDAVP uuunuayniaaazaInNn
nilunsdndfineddgmudansanlurnzaguan
dnuneuraBIanaiinnudunnlumsliuuudn
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gilaelsmavuiaduuTus
uazN1IMBUFUDIAD DDAVP

dvoaaidan usidassnnsAnmnidauaudion
vor suanssndiululaia ddliaansaven
AMNUANANAULATARUNIEDR

fuSsuiiau bleeding time Wuinuiia
wuaynaansoudly bleeding time MAMUNAL
WNNINTERAA AR SBpar 62.5 (5/8) uar Jnaar
37.5 (3/8) MWATAL WAGIATIANNTULTITEY
AwAnUNATaY bleeding time WuinluveusTily
DDAVP tfiawuaynuaidngiiaems 8 el bleed-

“
1l al

ing time emnUnAuARIREITEREnAEININAG
15 unfisuisunussAgiaedld DDAVP
windn fihend 7 7§ bleeding time 19N
15 unfl uananilAn bleeding time Tl TuAUBIA
UsznaunaneatnAn  AEn1ImuasginTanm
AazEngian  MTIANARIBIUAARNNEANAIA
%518 uazN13m379 bleeding time iAnEMIus
finuAananslaing dau RIPA Yunudn DDAVP
riadadmanadann dntsaudly RIPA A
WuunAmenseifan dau DDAVP wllawuayn
Lisasoin RIPA Tslufioe 2 1e wdnein
WF:Ag Aiatlluiniadasliannnafaemly
RIPA nauliulndld  adnsRgaisaaniiin
WF:Ag Tuniaden Flalamnsialunisinm
AT Wasnialenn

MnIunIzunIndaunaInislven
DDAVP Fifimenuisrnandsuuanausey
Tafin pmsanAswe Aduld endeuniatasria
FunsAnsniwuindfihaResmedefin
umIviadli DDAVP riisdatviansdannn 9
AITRzAntnidimanaiaa Minatae 15 uii
nnguaadiimitumidnarsazdaenlidasin
a1alvinualunan 30 u

aa

nAnssudszma
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