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Introduction
• Rare inherited bleeding disorders are autosomal recessive disorder 

that includes deficiencies of coagulation factors; fibrinogen, factor 

(F)II, FV, combined FV and FVIII, FVII, FX, FXI and FXIII. 1

• Despite the worldwide prevalence of rare bleeding disorders 

knowledge their management is suboptimal. 2 

• Patients affected with rare bleeding disorder present with wide 

spectrum of clinical manifestation ranging from mild-to-life 

threatening bleeding diathesis.3

• The identification, diagnosis and management of these 

disorders is a big challenge in developing countries like 

Pakistan where there is lack of proper diagnostic facilities and 

referral centres.

Conclusion

• There is a lack of information on the prevalence of rare bleeding 

disorder. In spite of their apparent rarity, Pakistan has substantial 

number  of patients with rare bleeding disorders but lack of 

proper diagnostic facilities and management leads to inadequate 

treatment and life-threatening complications. 

Objectives
This study was conducted to find out  the prevalence, clinical 
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Methodology
A cross-sectional study was conducted at Blood Diseases and 

Hemophilia Treatment Center, Rawalpindi from January 2008-January 

2016. Detailed history was taken and physical examination was done. 

CBC, bleeding time, PT, APTT, coagulation factor assays was done. 

FXIII screening was done by urea clot solubility test. Platelet function 

analysis was done on platelet aggregometer.

• A total of 97 patients were diagnosed to have rare 

bleeding disorder.

The mean age was 15 years.

• The mainstay of management was fresh frozen plasma and 

cryoprecipitate.

• Factor XIII concentrates were also given when available.
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