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? Are They Really Rare ?
q

Prevalence of Rare Bleeding Disorders (RBDs) in North East of Iran
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Introduction:

Deficiencies of factor VIlII and factor IX are known as hemophilia A and B, respectively. Rare clotting factor deficiencies are bleeding
disorders in which one or more of the other clotting factors (i.e. factors |, Il, V, V+VIILVII, X, XI, or Xlll) is missing or not working properly.
Less is known about these disorders because they are diagnhosed so rarely. In fact, many have only been discovered in the last 40 years(1).
They may present significant difficulties in diagnosis and management. (2)

The overall frequency of them in the general population is low .Homozygous deficiency varies from 1 in 500,000 for F VIl deficiency to 1 In
2 million for prothrombin deficiency. The prevalence of these disorders is strongly influenced by the racial mix in the population.

All the disorders are autosomally inherited and with the exception of FXI deficiency, generally have no significant clinical manifestations
In heterozygotes. The bleeding risks Iin affected individuals may be difficult to assess. Severe deficiencies are more likely to be found in
populations where consanguineous marriage is common (like IRAN) and in rare cases individuals may inherit more than one disorder.(3)
Systematic reporting (case series) has been done from lran for several disorders, although it is not clear how representative the clinical
findings are for other populations and mutations.(3-9)

Here we report the number and relative prevalence of RBDs in Hemophilia - Thalassaemia Center of Mashhad (Sarvar Clinic) in north east
of Iran.

Material &Methods:

Our center has begun its work from Dec 2004 and until now 95 cases of congenital rare bleeding disorders are registered in our
center.

Considering that about 7000,000 residents live in Khorasan provinces (Razavi, North, and South) and according to general
population prevalence it was calculated that how many cases of each RBD are expected to be found in this area and on the other
hand real prevalence for each kind of RBDs is calculated.

Results:

Among 542 registered cases 371 are: hemophilia A (258),hemophilia B(62) and VWD (51). Known Platelet disorders include 30
cases (Glanzman thromboastenia 24 and Bernard- soulier 6). And 95 cases of different kind of RBDs which are shown in table.
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Conclusion:

It seems that in area like Iran that consanguineous marriage is common, most of these disorders are not as rare as previously
thought and for correct and in-time diagnosis of these disorders having a high clinical suspicion is important. And when a case is
diagnosed in a family , good history should be taken from another members of family for finding any more possible cases.
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