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ABSTRACT 

Background: Inherited bleeding disorders lead to a lifelong bleeding tendency. The 

lack of sufficient treatment product for pain relief, for life threatening hemorrhagic 

episodes, and for the prevention of disability results in orthopedic morbidity, 

premature mortality, and extensive out-of-pocket expenditure. The present study 

was conducted to retrospectively evaluate patients with bleeding disorders. 

Materials and Methods: In present study; a total of 300 patients were evaluated 

retrospectively. Before the commencement of the stud ethical approval was taken 

from the Ethical Committee of the institute. All the patients registered were 

included in the study. The data was collected using a questionnaire including age, 

gender, diagnosis, severity of disorder. The severity of the disease was based on 

plasma factor levels and the clinical manifestations of the disease; and divided into 

severe (less than one per cent of normal activity), moderate (one to five per cent of 

normal activity) and mild (6-30% of normal activity).  

Results: A total of 300 patients had registered with inherited bleeding disorders in 

hospital. Inherited bleeding disorders identified in these patients included 

hemophilia A, hemophilia B, vWD, factor VII deficiency, factor V deficiency, 

factor X deficiency, dysfibrinogenemia, afibrinogenemia, factor XIII deficiency: 

and platelet function defects.  Maximum prevalence was of haemophilia A 

(47.66%) followed by vWD (18.66%). Regarding disease severity, 62 patients 

(20.66%) had severe disease, 135 (45%) had moderate disease and mild disease was 

seen in 103 patients (34.33%).  

Conclusion: The present study concluded that maximum prevalence was of 

haemophilia A followed by vWD. Regarding disease severity, 20.66% had severe 

disease, 45% had moderate disease and mild disease was seen in 34.33%.  

Maximum mild cases were of vWD followed by Hemophilia A. Maximum 

moderate cases were of Hemophilia A followed by Glanzmann’s thrombasthenia.  

Maximum severe cases were of Hemophilia A followed by Hemophilia B. 

 

KEYWORDS: Bleeding Disorders, Haemophilia A, vWD, Glanzmann’s 

Thrombasthenia, Hemophilia B. 
 

    
 

 

 

INTRODUCTION 

Hemostasis is the process by which bleeding is arrested 

after injury to blood vessels. It is a delicate multiphase 

process that involves interactions between the blood 

vessels, platelets, and coagulation factors. A defect in 

any of these phases of coagulation can result in a 

bleeding problem which may be inherited or acquired.1-4  

 

 

 
 

Bleeding disorders reportedly affect 1 in 1000 

individuals globally.5 The most prevalent bleeding 

disorders are hemophilia A and B6-8 and von Willebrand 

disease.9-10 Hemophilia A and B are coagulation 

disorders caused by a deficiency of clotting factors VIII 

and  IX,  respectively. The coagulation factor level in the  

https://www.sciencedirect.com/topics/medicine-and-dentistry/haemophilia
https://www.sciencedirect.com/topics/medicine-and-dentistry/von-willebrand-disease
https://www.sciencedirect.com/topics/medicine-and-dentistry/von-willebrand-disease
https://www.sciencedirect.com/topics/medicine-and-dentistry/coagulopathy
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body and the genotype of the patient determine the 

frequency of bleeding.7,11,12 Hemophilia A affects 

1 : 5000–10,000 males, while hemophilia B affects 

1 : 50,000–100,000 males.13 von Willebrand disease 

(VWD) is another bleeding disorder, which is an 

inherited disorder that is caused by deficiency or 

dysfunction of VWF. The prevalence of VWD has been 

estimated in several countries on the basis of the number 

of symptomatic patients seen at hemostasis centers and 

ranges from about 23 to 110 per million population 

(0.0023–0.01%).14 Moreover, most mild bleeding 

disorders are often unrecognized, as patients bleed only 

during stress periods or with surgery and medical 

procedures.15,16 The treatment of hemophilia is based on 

clotting factor replacement therapy. The most used 

treatments for hemophilia are “on-demand” therapy and 

factor prophylaxis. During a bleeding episode, clotting 

factor can be given “on-demand” to control and stop the 

bleeding. During prophylactic treatment, patients receive  

regular factor concentrate replacement therapy, which 

can lead to better clinical outcomes, with a lower overall 

impact on quality of life; however, this type of treatment 

is more expensive than “on-demand” therapy.17,18 The 

present study was conducted to retrospectively evaluate  

patients with bleeding disorders visited in a hospital. 

 

MATERIALS AND METHODS 

In the present study, a total of 300 patients were 

evaluated retrospectively. Before the commencement of 

the study ethical approval was taken from the Ethical 

Committee of the institute. All the patients registered 

were included in the study. The data was collected using 

a questionnaire including age, gender, diagnosis, severity 

of disorder. The severity of the disease was based on 

plasma factor levels and the clinical manifestations of 

the disease; and divided into severe (less than one per 

cent of normal activity), moderate (one to five per cent 

of normal activity) and mild (6-30% of normal activity).  
 

Table 1: Distribution of patients according to bleeding disorders 

Bleeding disorder N(%) 

Hemophilia A 143(47.66%) 

Hemophilia B 32(10.66%) 

vWD 56(18.66%) 

Factor VII deficiency 2(0.66%) 

Factor V deficiency 1(0.33%) 

Factor X deficiency 1(0.33%) 

Factor VIII deficiency 7(2.33%) 

Dysfibrinogenemia 1(0.33%) 

Afibriongenemia 12(4%) 

Glanzmann’s thrombasthenia 33(11%) 

Bernard Soulier syndrome 4(1.33%) 

Undiagnosed 8(2.66%) 

Total 300(100%) 

 

Table 2: Disease Severity in Bleeding Disorders 

Bleeding disorder Severity  

Total Mild Moderate Severe 

Hemophilia A 28(27.18%) 63(46.66%) 52(83.87%) 143(47.66%) 

Hemophilia B 11(10.67%) 16(11.85%) 5(8.06%) 32(10.66%) 

vWD 34(33%) 21(15.55%) 1(1.61%) 56(18.66%) 

Factor VII deficiency 0(0%) 0(0%) 2(3.22%) 2(0.66%) 

Factor V deficiency 1(0.97%) 0(0%) 0(0%) 1(0.33%) 

Factor X deficiency 1(0.97%) 0(0%) 0(0%) 1(0.33%) 

Factor VIII deficiency 3(2.91%) 4(2.96%) 0(0%) 7(2.33%) 

Dysfibrinogenemia 0(0%) 1(0.74%) 0(0%) 1(0.33%) 

Afibriongenemia 5(4.85%) 5(3.70%) 2(3.22%) 12(4%) 

Glanzmann’s thrombasthenia 11(10.67%) 22(16.29%) 0(0%) 33(11%) 

Bernard Soulier syndrome 1(0.97%) 3(2.22%) 0(0%) 4(1.33%) 

Others 8(7.7%) 0(0%) 0(0%) 8(2.66%) 

Total 103(34.33%) 135(45%) 62(20.66%) 300(100%) 
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RESULTS 

A total of 300 patients had registered with inherited 

bleeding disorders in hospital. Inherited bleeding 

disorders identified in these patients included hemophilia 

A, hemophilia B, vWD, factor VII deficiency, factor V 

deficiency, factor X deficiency, dysfibrinogenemia, 

afibrinogenemia, factor XIII deficiency: and platelet 

function defects.   

Maximum prevalence was of haemophilia A (47.66%) 

followed by vWD (18.66%). Regarding disease severity, 

62 patients (20.66%) had severe disease, 135 (45%) had 

moderate disease and mild disease was seen in 103 

patients (34.33%).  Maximum mild cases were of vWD 

(33%) followed by Hemophilia A (27.18%). Maximum 

moderate cases were of Hemophilia A (46.66%) 

followed by Glanzmann’s thrombasthenia (16.29%).  

Maximum severe cases were of Hemophilia A (83.87%) 

followed by Hemophilia B (8.06%). 
 

DISCUSSION 

World federation of hemophilia surveyed 89% of world 

population in 2007, and reported 2,13,904 identified 

individuals with hereditary blood coagulation disorders 

(HBCDs) that included hemophilia A and B, Von 

Willebrand disease (vWD), and other bleeding disorders 

such as hereditary thrombotic tendencies, anomalies in 

fibrinogen to fibrin conversion, contact factor, extrinsic, 

and common pathway factor deficiencies.19 

A total of 300 patients had registered with inherited 

bleeding disorders in hospital. Inherited bleeding 

disorders identified in these patients included hemophilia 

A, hemophilia B, vWD, factor VII deficiency, factor V 

deficiency, factor X deficiency, dysfibrinogenemia, 

afibrinogenemia, factor XIII deficiency: and platelet 

function defects.  Maximum prevalence was of 

haemophilia A (47.66%) followed by vWD(18.66%). 

Regarding disease severity, 62 patients (20.66%) had 

severe disease, 135 (45%) had moderate disease and 

mild disease was seen in 103 patients (34.33%).  

Maximum mild cases were of vWD (33%) followed by 

Hemophilia A (27.18%). Maximum moderate cases were 

of Hemophilia A (46.66%) followed by Glanzmann’s 

thrombasthenia (16.29%).  Maximum severe cases were 

of Hemophilia A (83.87%) followed by Hemophilia B 

(8.06%). 

El-Bostany et al. assessed the local prevalence of some 

inherited bleeding disorders in pediatric patients which 

involved 43 children with various bleeding 

manifestations recruited from a children’s hospital in 

Cairo, Egypt, and Jeddah, Kingdom of Saudi Arabia. Of 

these, 12 (27.9%) had VWD, 11 (25.5%) had hemophilia 

A, three (7%) had hemophilia B, seven (16.3%) had 

platelet disorders, and 10 (23.3%) had bleeding of 

undiagnosed cause.20 Ahmed et al. reported 34 cases of 

inherited bleeding disorders from Eastern Province        

of  Saudi  Arabia; of  these, 15  had  hemophilia, one had  

factor VII deficiency, one had factor X deficiency, 12 

had Glanzmann thrombasthenia, and five had 

unidentified platelet function disorders.21 

The common inherited bleeding disorders identified 

include hemophilia A, hemophilia B and vWD; majority 

of the patients have mild to moderately severe disease in 

the studies conducted by  Zhang L et al (2003) and  

Manisha M et al (2002).22,23  

 Sajid et al. reported 37.2% (79) mild, 41% (87) 

moderate, 21.6% (46) severe Haemophilia A out of 212 

patients of Haemophilia A.24  

In a study by Ahmed et al. 77.8% cases of severe 

hemophilia A. 14.4% of moderate hemophilia A, and 

7.75% cases of mild hemophilia A were reported and 

hemophilia B patients have 69.6% severe, 19.2% 

moderate and 11.2% mild disease.25  

 

CONCLUSION 

The present study concluded that maximum prevalence 

was of haemophilia A followed by vWD. Regarding 

disease severity, 20.66% had severe disease, 45% had 

moderate disease and mild disease was seen in 34.33%.  

Maximum mild cases were of vWD followed by 

Hemophilia A. Maximum moderate cases were of 

Hemophilia A followed by Glanzmann’s 

thrombasthenia.  Maximum severe cases were of 

Hemophilia A followed by Hemophilia B. 
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