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FBC- mild to moderate Anemia; sickled cells, Polychromasia
(reticulocytosis); Howell-Jolly Bodies (hyposplenia)
Normochromic/ normocytic unless thalassaemic or iron
deficiency
HbFmoderately high
Hb electrophoresis
Severe anemia if splenic sequestretion crisis, aplastic crisis
(associated with parvovirus B19 infections), hyperhemolytic
crisis

The evolution of pain is also associated with changes in

the levels of CRP, fibrinogen, serum lactate

reduces incidence of painful crises

Lr,
Olongs survival

dehydrogenase, interleukin-1, tumor necrosis factor, and

serum viscosity

Peripheral blood smear in sickle cell anemia Normal peripheral blood smear

PROGNOSIS/ SURVIVAL

Survival of individuals with SCD is reduced compared with those without SCD,
but the prognosis for SCD has been steadily improving following the
institution of comprehensive care that includes newborn screening,

immunizations, antibiotics, hydroxyurea, and more rapid prevention and
treatment of disease complications (eg, stroke). In regions where

comprehensive care is available, the disease has shifted from a fatal pediatric
illness to a chronic disease often associated with progressive deterioration in
quality of life and organ function

—-Half survived beyond the fifth decade
-The median age at death for those with homozygous sickle Hgb (HgbSS) was
42 years for men and 48 years for women.
-The median age at death for those with HghSC disease was 60 years for men

and 68 years for women.
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Autosomal Recessive Inheritance
Homozygosity for HbS (results from
substitution of valine for glutamic acid in the
6th amino acid of B globin chain)- poorly
soluble when deoxygenated- marked
decreased in red cell deformability
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describes homozygosity for HbS
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accelerated hematopoiesis/ bone infarction
cronic skull fower

Bone complications

Frontal bossing

Fish
10Uth deformity of vertebrae
osteoporosis

pancytopenia

reficulocytopenia, exacerbates anemiaq,
leukoerythroblastic blood picture,

emia in children with SCD is most commonly caused by S.

priearmioniae [62-65]. Bacteremia typically presents with leukocytosis, a

exchanOgelilMifYsiPthe differential count, aplastic or hypoproliferative crisis

due to associated bone marrow suppression, sometimes disseminated

heparinintravascular coagulation, and is associated with a mortality rate of 20

to 50 percent [66]. The risk of recurrent S. pneumoniae sepsis and

Steroids death is increased in patients who have had previous sepsis
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