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Sickle Cell Disease

• Inherited disorder of hemoglobin
• Abnormal hemoglobin “sickles” 

under low oxygen tensions
• Characterized by chronic hemolytic 

anemia, dactylitis, and episodic  
events

• Vaso-occlusive crisis
• Hemolytic crisis
• Splenic sequestration crisis
• Aplastic crisis
• Acute chest syndrome



Vaso-Occlusive Crisis (“VOC”)

• “Sickled” cells clog capillaries with 
distal ischemia

• Commonly manifested as pain
• VOC leads to 95% of sickle cell 

related hospitalizations
• Morbidities include chronic pain 

syndromes, pneumonia, acute 
chest syndrome

• Predictive of life-threatening 
problems such as splenic 
sequestration, pulmonary 
hypertension, and stroke



Dactylitis (“Hand-Foot Syndrome”)

• Severe swelling of fingers and 
toes

• May be only manifestation of 
VOC pain crisis in the pre-verbal 
child

• Presence of dactylitis early in 
childhood suggests a more 
serious course of disease

• ICD-10-CM Dactylitis in sickle-
cell codes to sickle-cell disease 
“with crisis, unspecified” 



Need for a New Code:  Dactylitis

• Align with ICD-10-CM drive for 
specificity

• Better reflects child’s severity of 
illness and needs for care

• Early identification at higher risk of 
more serious disease drives earlier 
effective interventions 

• Improved tracking and reporting of 
patient populations 

• Optimizes enrollment in research 



Thanks!
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