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CSSCD Mortality DataCSSCD Mortality Data

Infection Infection -- major cause of morbidity major cause of morbidity and and mortality mortality 
S. S. pneumoniaepneumoniae -- most common during early most common during early 
childhood. Enteric childhood. Enteric organisms emerge as important organisms emerge as important 
pathogens in older patientspathogens in older patients
LeinkenLeinken et al. Pediatrics. 1989;84:500.et al. Pediatrics. 1989;84:500.
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CSSCD Functional AspleniaCSSCD Functional Asplenia
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NEJM, 1986 314:1593-9
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Newborn ScreeningNewborn Screening
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Sickle Cell Trait and DiseaseSickle Cell Trait and Disease
• 3.5 million Americans are genetic 

carriers of SCD and have SCT
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– 1 in 375 African 
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– 1 in 60,000 Whites

– 1 in 1,200 Hispanics

– 1 in 3000 Native Americans

– 1 in 60,000 Whites

Alabama NBS Statistics 
for SCD

Alabama NBS Statistics 
for SCD

Screening for SCD in Alabama began in 1988Screening for SCD in Alabama began in 1988

2016 Confirmed NBS 2016 Confirmed NBS 
Primary DisordersPrimary Disorders

2016 Confirmed NBS 2016 Confirmed NBS 
Primary DisordersPrimary Disorders

Ophthalmology
exams

TCD ultrasound ECHO/EKG

PFTs

Abdominal US
UA

Health  Maintenance  Screenings  for  SCDHealth  Maintenance  Screenings  for  SCD

Delayed
Puberty Xrays, MRI

Fever – w/u
infections in the
bloodstream & 

body tissues

Leg ulcers

Immunizations

RBC Transfusions Play a Major 
Role in the Management of 

SCD Complications

RBC Transfusions Play a Major 
Role in the Management of 

SCD Complications
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Multicenter National Trial Multicenter National Trial –– 19911991
FDA approved FDA approved 1995 for age 18 years and older1995 for age 18 years and older
50% reduction in pain crises, ACS and need for 50% reduction in pain crises, ACS and need for 
transfusiontransfusion
40% reduction in deaths40% reduction in deaths

To date,  > To date,  > 1000 1000 
Bone Marrow Bone Marrow 
Transplants have  Transplants have  
been performed been performed 

d th ldd th ld

The CureThe Cure

around the world around the world 
for Sickle for Sickle Cell Cell 
DiseaseDisease

Outcome after transplantation for 50 children with advanced, Outcome after transplantation for 50 children with advanced, 
symptomatic sickle cell symptomatic sickle cell disease.Kaplandisease.Kaplan--Meier estimates for Meier estimates for 

survival and eventsurvival and event--free survival following marrow free survival following marrow 
transplantation are transplantation are shownshown

Mark C. Walters et al. Blood 2000;95:1918-1924 ©2000 by American Society of Hematology
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EndariEndari LL--GlutamineGlutamine

The SUSTAIN 
Study Overview
The SUSTAIN 

Study Overview
• In this yearlong trial involving 

patients with sickle cell disease, 

crizanlizumab, an antibody to P-

• In this yearlong trial involving 

patients with sickle cell disease, 

crizanlizumab, an antibody to P-

selectin, was associated with a 45% 

lower rate of pain crises than 

placebo and a longer time to their 

onset

selectin, was associated with a 45% 

lower rate of pain crises than 

placebo and a longer time to their 

onset

Ataga KI et al. N Engl J Med 2017;376:429-439

• Adverse events included arthralgia, 
diarrhea, and pruritus

• Adverse events included arthralgia, 
diarrhea, and pruritus

The SUSTAIN 
Study Overview
The SUSTAIN 

Study Overview

Ataga KI et al. N Engl J Med 2017;376:429-439
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