Dr. Rai Muhammad Asghar
Associate Professor
Head of Pediatric Department
Rawalpindi Medical College



AN APPROACH TO

BLEEDING DISORDERS



NORMAL HEMOSTASIS

After injury, 3 processes halt bleeding

¥ Vasoconstriction
¥ Platelet Plug formation
¥ Activation of coagulation cascade



Disorders of Hemostasis fall into 3 groups

Platelet disorders
Disorders of coagulation cascade
Vascular disorders



A) Platelet Disorders

1) Decreased platelet survival

¥ Idiopathic thrombocytopenic Purpura
y Viral infections

( DIC

¥ Drugs i.e. Aspirin, NSAIDS

y TTP

¥ Hypersplenism

¥ Autoimmune thrombocytopenia



2) Decrease platelet production

(i Aplastic anemia

y Lymphoma/Leukemia
y Myelofibrosis

¥ Myelodysplasia

¥ Megaloblastic anemia



3) Decreased platelet function

i Platelet function disorders
i Chronic renal failure



B) Disorders of Coagulation Cascade

1) Congenital
Hemophilia
Von Willibrand Disease
Other factors Deficiency

2) Acquired
Hemorrhagic Disease of Newborn

Anti coagulants ; Heparin, Warfarin
Liver disease
DIC

Malabsorption Syndrome



C) Vascular Disorders

Henoch schonlein Purpura
Ehlers Danlos syndrome
Steroids

Trauma / Pressure

Scurvy

Severe malnutrition

SLE



ldiopathic Thrombocytopenic Purpura

Commonest cause of acute onset of thrombocytopenia
1-4 weeks after exposure to common viral infections

Clinical Feature
Petechiae / Purpura
Bleeding from gums & mucous membranes
Intracranial bleed < 1%
Splenomegaly rare
Chronic ITP associated with SLE



Purpura rash on the
forearm




Diagnosis
Platelet count < 20 X 30
Megakaryocytosis on bone marrow biopsy

Treatment
Prednisolone

ntravenous immunoglobulin (IVIG)
V Anti D therapy

Splenectomy

Older children > 4 yr

Chronic ITP
Intracranial hemorrhage




Hemolytic Uremic Syndrome

Triad of

Microangiopathic hemolytic anemia
Thrombocytopenia

Acute Renal failure
Follows acute gastroenteritis caused by-Eoli
0157:H7
Treatment

Supportive care
Fluid management

Plasmapheresis, if CNS complications



Thrombotic Thrombocytopenic Purpura
Acquired deficiency of metalloproteinase

Pentad of;

Fever
Microangiopathic hemolytic anemia

Thrombocytopenia
Abnormal renal function

CNS change



Treatment

HENNETEIEEE
Corticosteroids
Splenectomy



Congenital Thrombocytopenia Syndromes

1) Congenital Amegakaryocytic Thrombocytopenia

Presents by-8 wks of life

Petechiae / Purpura

Absence of megakaryocytes on bone marrow
Bone Marrow Transplantation



2) TAR Syndrome (Thrombocytopenia Absent
Radius)

*Skeletal Abnormality
*Spontaneous remission of thrombocytopenia In
first few years of life



Thrombocytopenia Absent Radius Syndrome
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3) Wiskott Aldrich Syndrome

* X linked recessive
*Thrombocytopenia, eczema, recurrent infec
*Bone marrow shows normal no of

megakaryocytes with abnormal bizarre

morphology
*Treatment ; Splenectomy, BM transplant



