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                                          10 A 

 

 

                    ADDITIONAL CONSEQUENCES OF SCD  

 

 

 Vision loss due to multiple Vaso-occlusive Crises in eyes. 

 

 Chronic Kidney Disease ( not just the medulla). 

 

 Bone Crises leading to avascular necrosis ( very painful and 

possible bone death ) 

 

 Spleen atrophy 

 

 Cardiac hypertrophy due to chronic edema. 

Matt



SICKLE CELL DISEASE-Continued.  
 

*TREATMENTS : NEW NATIONAL GUIDELINES ( JAMA, 9/10/14 ) 
 

 *Analgesics : ( potent, morphine family) IV during vaso-occlusive crises 
 

 Hydration ( prevent polymerization, compensate for damage to  
collecting ducts in renal medulla due to repeated vaso-occlsive crises) 
leads to impaired H2O reabsorbtion by countercurrent mechanism 
(normal mechanism for concentrating urine is impaired.) 
 

 *NEW recommendation: Begin HYDROXYUREA at age 9 months even 
if symptom free !  Yikes/WOW ! 
 

 *Transfusions for Acute Chest Syndrome , acute stroke. Not priapism  
 
CRISES PREVENTION 
 

 HYDRATION 
 

 HYDROXYUREA 
 

 PROPHYLACTIC ANTIBIOTICS ( Penicillin)-prevent invasive 
pneumoccal infection until age 5( longer if spleenectomy) or major 
poor spleen function. 
 

 Transfusions after stroke ( Lifetime). !!!!!!!!! 
 

 Bone marrow transplant of allogenic hematopoietic stem cells ! 
 

 
FFT   These new guidelines strongly recommend Hydroxyurea and 
           Transfusions . These are the most widely available disease  
           modifying therapies, and are being underused. Stem cell  
           therapies are making progress and may also being under  
           used.    
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11  A 
 
 
                                       SCD GENETICS 
 

 Autosomal Recessive. 
 

 People with HbS-trait ;i.e. heterozygotes make βSβA chains. Co-
dominant gene expression ( both genes expressed). 
 

 Almost ALWAYS symptom free. Clinically silent. No anemia. 
 

 Selective advantage against malaria which accounts for the 
high incidence of homo-and heterozygotes for βS. 
 

 Even heterozygote infants are less susceptible to CNS damage 
(stroke) because RBC cannot support the reproductive cycle of 
malaria parasite ( Cells lyse before life cycle is completed) 
 

 HbS gene is polymorphic ( high wherever malaria is high). 
Africa, India, Parts of middle east ( less severe due to higher 
fetal Hb than other populations ). HbF inhibits aggregation of 
deoxy-β chains. 
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