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A Case of von Willebrand's Disease type IIb

Myung Hee Lee, M.D., Han Tk Cho, M.D. and Sang In Kim, M.D.

Department of Clinical Pathology, Seoul National University Hospital

A case of von Willebrand's digsease of a 10-year-old girl is presented with the brief review
of literature. The patient was admitted to the Department of Pediatrics, Seoul National
University Hospital with the chief complaint of frequent epistaxis. She had normal platelet
count, prolonged bleeding time, prolonged aPTT, 4% of platelet adhesiveness, 30% of factor
Wl procoagulant activity, 30% of factor W related antigen, less than 1.6% of ristocetin cofa-
ctor, and normal ristocetin induced platelet aggregation curve which strongly suggested von
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Table 1. Laboratory Findings of the Patient with von Willebrnad’s disease

e e e

Patient's value

Test Items Method Normal range

Bleeding time Duke 1~3Y/, min 7 min
Prothrombin time Dade 12 sec{100%) 13 sec{B2%)
Activated PTT Dade 33~38 sec 44 sec
Clot retraction Classic 45~647% 505
Platelet count Electronic{TOA) 150, 000~ 350, D00,/ mm? 333, 000/ mm*
Platelet morphology Wright stain Normal Normal

~ Platelet adhesiveness glass bead 31 —~85% 1%
Platelet aggregation® Apgregometer (Chrono-Log) Normal Normal
VI C** One stage method A0~ 140 30%
VIR : Ap*+* RID(Behring LC Partigen)  60~140% 39%
VIR :RCo**=* Behring f45 1.6%
Factor [{ One stage G0~ 140% 412%

ADP: 2x10-°M

Epinephrine: 1x10-%M

Collagen: 0.2 mg/ml

Ristocetin: 1.5 mg/ml

+* Factor VIII procoagulant activity
#*+ Factor VIII related antigen
4% Ristocetin cofactor

p A4k ke 2 S4falgla 34 &N v E
ge] =p3 ol Az e e ARk = dpw] gl om) 8l
£oAg AR A MRYUE LHAE A4 #HA
g4k gl 3 £ gt

FEme : Fals 1¢ nd ] AW EA 2 WA T
4] 234 Aeld mal Aghe gl o 2% A4
HA b 4l wEE 2 204 oAl AukstalEh

o|gt® 457 AHEk gl

HAbaH - 4H 54 e e, w4 ZelE A
A oml g Ak i S A S AdEkach
sle g e} e w4 12.02/100ml, HETE
A5 36.1%, 49T 6,400/mm?, WHAHET 0.4
%, ®3] 16mm/hr{@a A : 7 mm/hr)e]gich =34
A7 dyel 4, AE 4 8 RAA A e
A e Fob 35—~40/HPF slatslgich, Ed4 Y
g5k 5 S s £33 Table 13k 3o

ristocetin cofactor activity £ &3-2 45 Behring
Aol A AMurabe] Algkzle] A4 o=l Al # 5
3 A apg ARk A T A2y ETEA
A My #4ak, ristocetin ¥ THHE zgreld £
2R grbele] A A fa R apRebgich Al

* Platelet aperegation: Firal concentration of aggregating reagents

#15 =t #ab(sodium citrate T )5 Apg-Ehe]
om (L glale] Al gAS A4 4eddsE 24y
g 1:1, L:5, 1:10, 1:20, 1:408] = =4
Aapgieieh, kitel EEF frelak #lel AoF 5018
2 5)al wjemg) Al soplE a1 A e
EHEES shm cha) 1z wa] g SA 3E
& welk 3 B4 WE S Ade A%
2] s+E7} ristocetin cofactor 1,6% 2 &4 slo=
E Le%xam 24 ez 245t

o] <b2] A4 £AF zehel Edel HE ol £3
o Zeazie] @3, aPTTe A= 3, Wi
#sbiee] #=]gk zb4, factor VIII related antigen
2] AE 4, factor VI procoagulant activity #
A T zb4 ® ristocetin cofactor activity & #a &
7hb Solw], olel ik £33 o Ee ritocetin o] £ &k
Wag a3 Fale)mnz o] a}E vWd type[BR
4% 4 gk

a ot

19539 vWd Sl=}efl 4 A gz elab (S« &
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F3)7F A ks e Apde] gha Al ol & o]
U 248 Fa4e] AF5 o 1971 Zimme-
rman 5-£ factor VIII related antigen{s] & JR: Ag
=& UH)EF AFie dhdE& Awesgs. =g
Howard 9 Firkin'™& = abel g she] vWd #h=jo) =
Agt-& dh40A] ristocetin EA| el 3L Y2
A X3 A& fAEa ole| 3 8 4le] & A risto-
cetin cofactor(e] 3 VIR: RCo 2 <ofgl)el 3] 2
Hobe AME W es Fele] oajrta o2 WR:
RCo S wle] sl g5 o]0 AVfSagl=le] F= g
el & g alen el ¥ AR g ol s}
+ o feolslA Hglcl

H WSl 5542 glycoprotein, & 2t
+-=zt2ke] factor VIII procoagulant protein(antihe-
mophilic factor)al -+ £ H=lek2] factor VIII
related protein(von Willebrand factor)#&] w342
WA 2 ol g A s o) EL 42 o}
= Fralglale] o3 =sol giaby, sy 5
A A4t 8 75 5ol gel el

factor VIII procoagulant protein 2 wjel4 &g
oA esle] 94 AL 2 shaa)a skgle
v X da] 4] falglated o6 2AE Dz Kol EA
ot gafelld Fhagel, §3 gfoRe U4
el 4 o3 & A VIEael=hel] ef gk il o) Sty
factor VIII procoagulant antigenie] F VI:CAg o ®
de) o2 Aabdte d9Tal Sy Sage] g
factor VIII procoagulant activity(e]F& WE:Czl <k
A4S F sk Y ¢ F SAges A4
i A sk wbAgF okEsA sl W:CAge] \E:C
Mop Ry FER S5l ¥zl ol W:CAr &
AHel 2rp f-Edten e,

factor VIlirelated protein{e] & VE:R ole} «F¢h) £
dalelq #Haa Fapa FHADE Atce
sho] W& gt Aol 4 ksl gl (multimeric protein)
e B4 "Habvl s A ZEe) A 2] 2l gAEA 4
dOH4 Falzte] 2L wm Felajs®n vWd
galef] 4 e}, P g4 F slalz4, W
R:Agse d<ua Sa4ds WR:RCos 533w
ol alel, vWdelHe dalaie s WM:Re #elslx
ela e WM:CE Asheen] 2 o4& 24
W:R A V:CF BEated o] Eale] 2)a] 2243
Hi A whaldbe g il el Eeol o gy
dl s W:CE azlgd MR = 2 2le) e},

vWd & Wl g fal obdel P E eele] gla

gk alA chah R Wal B WA 2 A5y
APPez MR 4 =& 4bfel o ate] 47z
clef] whel fak MR 2 ofa A4l =& YA wgs]
el s Aol vWdel fa] ok slgadmae
AL Bdekd 2 AN EHapdE £ 5 o
A Al kel eF debd 4 9lF) A Fe 3T Ing-
ram*e] TR 4 A4 FRYE Ly
9 4L oL gl ¥R AAE £ w3z gt}
vWd glabe 24 f319] ¢ 8 3 43 (heterozygote)
o] 7hh @R o] EE o] e Y4 FA4E el
o ds d4 gl 49 EnE e oy
T8 49 A en R34l s 537 9% (homo-
zygote)ql A9 4% 4 F4E hebficel o] 24
= ArbR A Ageve] o 8 dalF44 3 00|
AE vWd sl fapg 284 89 &= gl up o] E
F& = von Willebrand 4] ® (acquired vWd)e|ejx
Lido

A vWd(typel )& W:R & ¢4 A4 ¢
# YWaal Haq W8 W:C, VIR: Ag, VER:RCo #} «]
it AER FhAF 2558 sodium  dodecy] sulfate
(5DS) agarose gel A7) o %¢| v} crossed immunoe-
lectrophoresis 4 4}4F W:R 8] =& cleks #} A=
RA¥Welct” ofel] wis] vWd W ¥ (typel )& W:RE F
Aete A28 ebgha] (multimer) 3 alz] o 54 o
FoR g olgdle Age Fogr S¢d glelan
dlmA F EeEs] cofgkAlale] A alge| oo gy
Sl ogk WR:Ag S Aol AU Hold as
Belwnf eld] yhaf VAR:RCod #ae] zrdsicl. o g
it vWd type [+ =h4] type FA % type [B2 2
#3hen] Az} 4 &= dh4A] ristocetin ) 2% = 4g)
w0l AH A FAEHn Fajd gl 34l
A Hagt 3% Yore Ao G FEL risto-
cetin 28 FAe] Yol EF type [ Aol
2as) gdshie| RAgke] SdHA ckales] TS5
A & abeke] obeka sb gbAse] gl =n type B
A4 gl F4e0n "o MRS vlm
H B oA ot ghasEef glob, ojel4
type DA«|4E Beb & Balake] olaks § g4 2l
il Felx type IBolA = th4 & HAoE e
va gk A48 W:Re] 22d) ddhale $E270 %)
A Hahfol A ge] AASE Aeleln Aatsle, 3
+ Takahashi 52 type [B vWd 2} 3F& a4
+ Mo]& FAE EadlglY o] E falo 4 ristocetin
o 2%} gimk 2312 Fale] tyvpe [BAAHE -
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Fig. 1. Right mastoid Law’s view shows decreased Fig. 2. Primary meningotheliomatous meningioma
number and indizstinction of each air cell |;||_- r:'|'-||;l1;|]1_=, car iE curn];n;_'.ﬁggl -|_;-f a :Ul::lu:ﬂ.tﬂlj
and sclerotic change. arrangement of a solid mass of tumor cells

with a psammoma body. (H&E, »100)
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Fig. 3. Primary meningotheliomatous meningioma Fig. 4. Higher manification of Fig. 3. (H&E, = 400)
of middle ear i3 composed of masses of
neaplastic cells with illdefined cell outline

and regular ovoid nuclei. (H&E, »100)



