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Introduccion
 Bleeding symptomes like bruising and epistaxis are common in healthy

children but occasionally may indicate an underlying congenital or acquired

bleeding diathesis.

 Bleeding disorders can be inherited or acquired, and include: 

1. platelet deficiencies and/or dysfunctions and von Willebrand disease,

2. coagulation factor deficiencies, 

3. and disorders of fibrinolysis.

 The most common congenital coagulation disorders, following von Willebrand

disease, are Hemophilia A and B.

 The rare bleeding disorders (RBDs) comprise inherited deficiencies of 

coagulation factors I,II,V,VII,X,XI and XIII and combined factor deficiencies

(FV-FVIII, vitamin K-dependent factors).



History
Moderate and mild inherited hemostatic defects may not present with clinical

bleeding until an older age, or until the child is exposed to a hemostatic

challenge.

 Age

 Sex

 Past medical history

 Family history

 Bleeding manifestations 

 Physical Examination



Bleeding manifestations

 Mucocutaneous bleeding

 Bleeding into soft tissues, muscles and joints, or delayed surgical bleeding

 The onset and acuity of bleeding

The use of standardized scores to quantitate bleeding symptoms is recommended









Laboratory Investigations
Initial tests to screen for bleeding disorders should include :

 CBC

 Peripheral Blood film

 PT

 PTT

 Fibrinogen/TT

 Von Willebrand antigen and activity - FVIII

 PFA

Others:            Factor XIII activity

Platel function testing

Fibrinolysis inhibitors

Genetic testing





Perinatal Management

 The general principles of the management of labour and delivery in women

with rare bleeding disorders are similar to pregnancies at risk of hemophilia.

 Due to limited information available in the literature, recommendations are 

generally made based on evidence derived from case studies or opinions and 

experiences of respected authorities.

 A close and continuing collaboration between obtetrician, hematologist and 

pediatrician or neonatologist is essential for the management of pregnancy in 

women with bleeding disorders, ideally in a joint clinic especially for those

with severe and rare disorders.



 A detailed written plan of management should be formulated during the third

trimester of pregnancy and made available to all care givers.

 Delivery of a potentially affected neonate should ideally take place in a 

specialized center with advance planning to limit the risk of bleeding in both

mother and child, and resources for laboratory testing and clotting factor 

treatments are readily available.



Recommendations
 The best mode of delivery remains debatable; the mortality and the 

morbidity of a planned caesarean section is comparable to a vaginal delivery.

 Avoid invasive intrapartum fetal monitoring techniques, prolonged labor, and 

traumatic instrumental deliveries (forceps- vacuum extraction).

 Obtain cord blood sample for assessement of neonatal coagulation status in 

neonates at risk of inherited bleeding disorder.

 Avoid intramuscular injection in neonates at risk until the coagulation status

is known – give oral vitamin K and immunization through subcutaneous route.

 If delivery has been traumatic or if there are clinical signs suggestive of head

bleeding, a cranial ultrasound should be performed.



Additional pediatric recommendations

 Hepatitis A and B vaccines.

 Routine preventive dental care.

 Parents should avoid giving children analgesics/antipyretics that may affect 

platelet function.

 Providers and parents may consult existing resources for guidance to physical

activity and others aspects of care in children and adolescents with bleeding

disorders.

 Genetic counseling and screening ( especially for consanguinity ).



Conclusions

Bleeding in a child can be a diagnostic challenge because of the wide range of 

possible causes.

Making a specific diagnosis is clinically important in order to provide appropriate

therapy and to mitigate any risk for future bleeding.

Bleeding may be severe, even life-threatening ang given the congenital nature of 

these disorders, symptomes may begin during the neonatal period or early

childhood.

Primary care and other nonhematologist pediatric providers must be familiar with

the evaluation of these rare disordres.
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