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Normal N G Haemophilia A ) [ vonWillebrand disease )
48 ) & > ' & \
Fac:g:mv‘l)lm .+, Degradation
o . VWF 7
: I Vil
Vi /' '\vws VIEC )( \mr VIIEC /' \&VW‘
Endothelial cell Endothelial cell Endothelial cell
s S5 5 s T ==
Hepatocyte
Gene for ‘ ‘ 1
YWE Gene defect Gene defect
p— o e o et — s
X chromosome  Chromosome 12 X chromosome  Chromosome 12 Xchromosome  Chromosome 12
VAVF carries protein protects VIll:C Defective synthesis of VIII:C Rapid degradation of VII:C in the
from degradation, it is released by absence of vWF,
X activated thrombin. J L 5

Factor VIl synthesis; normal, haemophilia A and von Willebrand disease,
Source : Bustrated Textbook of Paediatrics Fourth Edition
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