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rare case of type III Von Willebrand disease in a woman of
uctive age
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Von Willebrand disease (vWD) is the most
inherited bleeding disorderr. Von Willebrand's

(vWF) is a glycoprotein produced by'vascular
with a molecular weight about 200000. It

multimers in the circrtlation2. Von Willebrand's
has two main functions. It stabilizes factor VIII

circulation and promotes adhesion of platelets to
vasctdar endothelium. The' gene for vWF is

in chromosome 12 and genetic mutation of
gene calrses vWD. There are 3 different types of

Type I and II has autosomal dominant inheri-
tance pattern and type III the most severe form has an
antosomal recessive inheritance3.

Type I is the most common mildest form present
in approdmately 75o/" of patients. It is associated with
a quantitative deficiency of vWF. In type II the defect
is qualitative. In these cases often a family history of
mucocutaneous bleeding and perscnal history of
mucocutaneous bleeding tendency and menorrhagia
often occur.,Major haemorrhages are rare. Type III
disease is associated with a negligible amount of vWF

{both qrlantity and fttnction affected) and therefore a

significant reduction in factorVlll activity. In these
cases tire bleeding history is severe and can cause life
threatening haemorrhagesa.

Case history

A 25 year old unmarried lady who is a diagnosed
patient with von Willebrand's, disease type III since 3
years of age. She has a history of severe menorrhagia
which necessitated blood transfusions on several
occasions, and intraabdominal bleeding in three
occasions. She has been treated with blood trans-
fusions, cryoprecipitate, factor VIII concentrate and
intravenous 1-deamino S-D-arginine vasopressin
(DDAVP). She has been followed r.rp in haematology
clinic and on prophylactic treatment with DDAVP
nasai spray and oral tranexamic acid on menstruating
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days. ln pedigree analysis there is no oire found with
similar bleeding disorder.

She was admittecl to the hospital on 22nd day of
her menstrual cycle with acute abdominal pain for
one day, with tenderness, flank dullness, pallor, cold,

clammy extremities, pulse rate was 100 beats/minute
and blood pressure was 90/60mmHg.

Ultrasound scan revealed free fluid in peritoneal

cavity with normal pelvic anatomy. Further .investi-'

gations revealed haemoglobin level - 69/ dl, bleeding
time - >l0minutes and activated partial throm-
boplastin time - 60 seconds. Platelet count, whiteblood
cell count, prothrombin time, clotting time and Iiver
function tests lrere normal. She was managed
conservatively in intensive care unit. She has been

transfused with 4 pints of bloocl and treatei"d with
cryoprecipitate and intravenous tranexamic acid. Her
condition improved gradually over 5 days and

discharged on the 5th day after aclmission.

Diicussion '3i'' 
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vlrfD has an incidence of 0.8 to 1-3 percent in
general populatiorf. Type III is a rarer form which is
inheriEd as alltosomal recessive tnanner. ln affected

families, both parents are phenotypically normal.
Type III vWD may cause severe haemorrhage which
endangers women's life in reproductive period,
especially resulting severe menorrhagia and,
haemorrhage into corpus luteum.

Diagnosis of vWD is by measuring restocetin co-

factor acfivity vW antigen and factor VIII level' [n vWD,
bleeding time is prolonged, prothrombin time is
normal, and activated partial thromboplasting tiare
(APTT) can be elevated or normal, Tisstte tratlma,
shess as well as pregnancy increase the level of vWF.

It can be difficrrlt to diagnose vWD in Pregnancy as

variable elevation. In type I disease there is an
improvement during pregnancy bttt there is no
improvement in type II and 1116 .

Treatment depends on the severity of the
condition. Intermediate purity factor VIII or vWF
concentrate should be used to treat acute bleeding
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episodes or to cover surgical procedures. In patients

with vWD who require replacement therapy with
DDAVP which releases vWF from endothelium, can

be used in menorrhagia and to cover minor surgeryT'

vWD type III is inherited by heterozygotts parents

wit;, the chance of affected child being 1 in 4 dtuing

each pregnancy. For the prevention, parents shotrld

be screened for the mutant gene and if positive
prepregnancy genetic counselling and prenatal

diagnosis should be offered.
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