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von Willebrand Factor (F VIII:R Ag)

in Pediatric Rheumatic Diseases

Introduction

von Willebrand factor, alsc known as Factor VIII reciated Ag, is a
multimeric glycoprotein which is an essential component in the clotting process.
It is manufactured in the endothelial cells and megakaryocytes, and mcasurable
amounts can be found in cndothelial ceils, platelets, and circulating in the

plasma (Girma et al., 1987).

Recently, abnormally high plasma levels of factor VIIILR Ag have been
identified in patients with many rheumatic diseases of childhood including
systemic juvenile arthritis, SLE, juvenile dermatomyositis and systemic vasculitis.
The elevated levels of this protein are most likely a reflection of the existence

of ongoing vascular damage due to active vasculitis (Nusinow et al., 1984).

According to Bowyer at al. (1989), the elevated plasma levels of this
factor in pediatric theumatic disease has no correlation with the levels of ESR,
C reactive protein or fibrinogen, suggesting that it is a more sensitive indicator

of active systemic vasculitis than the other acute phase reactants.

It has been suggested that measurements of F VIIILIR Ag in childhood
rheumatic patients may be of great value in assessing the severity of systemic
vascular involvement, in monitoring disease activity as well as an important

prognostic factor (Jamnes et al,, 1996).
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Aim of the Work

The aim of the present study is to determine the plasma level of von
Willebrand factor in rheumatic diseases in pediatrics and to evalvate its

significance as a marker of disease activity and as a prognostic factor.
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RHEUMATIC DISEASES

The rheumatic diseases, inflammatory diseases of connective
tissues or collagen diseases are disorders grouped together because of
similarities in symptomatology and pathology. In general, they are
associated with inflammatory changes in various connective tissues
throughout the body, and extensive fibrinoid necrosis involving collagen.
Many of the major rheumatologic disorders are autoimmune in nature.
Deposition of immune complexes is an important feature of several of
these diseases, and the immunoglobulin is believed to be an autoantibody

(Fye and Sack, 1991).

Unknown factors in the environment act upon the immune system
of patients who have inherited a predisposition to these diseases.
Expression of disease is rarely seen in a familial pattern. although

patients share common immunogenetic traits (Hollister, 1991).

The spectrum of rheumatic diseases in childhood are broad. Both
arthralgia and true inflammatory synovitis may accompany any of the
rheumatic diseases. A more significant common thread is the vascular
disease, usually of inflammatory nature, found in all. Another common
thread 1s the participation of immunologic mechanisms in their
pathogenesis. Systemic lupus erythematosus (SLE), dermatomyositis,
scleroderma and the vasculitides are not rare in children and constitute a

significant segment of childhood disease (Hanson, 1985).
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