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SICKLE CELL DISEASE IN U.S.

ÅTotal 89,000 ï117,000

ÅBirths / year ~2,000

ÅSocio-economically disadvantaged

ÅHealth care disparities

- Public and private funding

- Access and quality of care

- Lack of quality of care indicators







Hemolysis Vaso-occlusion

Chronic Organ Damage

ÅChronic  lung disease

ÅPulmonary hypertension

ÅNeurocognitive defects

ÅNephropathy

SICKLE CELL DISEASE

Acute Complications

ÅPain

ÅInfection

ÅAcute chest syndrome

ÅStroke

Morbidity

Decrease quality of life

Early death

High cost
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IMPORTANT ADVANCES IN 

MANAGEMENT OF CHILDREN WITH SCD

Penicillin prophylaxis

Universal newborn screening

TCD ultrasound screening for stroke prevention

Prevention and treatment of acute chest syndrome

Improved treatment for severely affected patients

ÅChronic transfusions and oral iron chelation

ÅHydroxyurea

ÅStem cell transplantation



Overall Survival of Children with Sickle Cell Anemia

Dallas Newborn Cohort (1983-2007 Analysis)

prophylactic
PCN

Supportive care?
New therapies?
Quality of care?



CHILDRENôS HEALTHCARE OF ATLANTA (CHOA) 

SICKLE CELL DISEASE PROGRAM



CHOA SICKLE CELL DISEASE PROGRAM *

Active Patients

Clinic Visits

Admissions

570

2,296

537

Egleston

460

2,370

209

Hughes

Spalding

650

2,693

534

Scottish 

Rite

1,680

7,359

1,280

Total 

*  2009 - Largest in U.S.



CHOA SICKLE CELL DISEASE PROGRAM

Multidisciplinary Teams

ÅFaculty physicians ïpediatric hematologists

ÅPediatric nurse practitioners

ÅNurses

ÅSocial workers

ÅPsychologists

ÅChild life specialists

ÅTeachers

ÅChaplains



CHOA SCD PROGRAM

Specialty Clinics

ÅSCD ïPulmonology

ÅSCD ïNeurology 

ÅSCD ïGastroenterology

ÅSCD ïChronic pain

ÅSCD ïStem cell transplantation



CHOA SICKLE CELL DISEASE PROGRAM

Comprehensive Care and Services

ÅNewborn screening , follow-up and diagnosis

ÅPatient and family education

ÅHealth maintenance services

ÅSpecific treatment for selected patients

ïHydroxyurea

ïChronic transfusions

ïStem cell transplantation

ÅManagement of acute illness (24/7)

ÅPsychosocial care

ÅTransition to adult care



CHOA SCD PROGRAM
Quality Improvement

Standardization of Care

ÅSCD clinics 

ÅEmergency departments

ÅInpatient units

Quality Measures

ÅProcess 

ÅOutcomes

ÅPatient and family satisfaction



CHOA SCD PROGRAM
Standardization of Care

SCD Management Guidelines

ÅEvidence- and consensus-based  

ÅSickle cell specialists

ÅPed subspecialists (ER, ID, pulmonary)

ÅGeneral pediatricians

Physician Order Sets (Paper and EPIC)

Monitor Use and Adherence to Guidelines



CHOA SCD MANAGEMENT GUIDELINES

Health Maintenance Services 

Management of Acute Illness

ÅFever

ÅPain

ÅAcute chest syndrome (ACS)

Hydroxyurea

Chronic Transfusions

General Anesthesia and Surgery



Hemolysis Vaso-occlusion

Chronic Organ Damage

ÅChronic  lung disease

ÅPulmonary hypertension

ÅNeurocognitive defects

ÅNephropathy

SICKLE CELL DISEASE

Acute Complications

ÅPain
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CHOA SCD PROGRAM
Quality Measures

Use of Guidelines and Standardized Orders

Acute Illness

ÅTime of arrival to first analgesic for pain

ÅTime of arrival to parenteral antibiotic for fever

ÅIncentive spirometry ordered and documented

ÅProgression to acute chest syndrome during pain



Use of Standardized Admission 

Orders


