
SICKLE CELL ANEMIA
Bridging the Gap between Healthcare Professionals and Patients

By: Eboni Davis MSN, FNP-BC



OBJECTIVES OF THIS PRESENTATION

• Define sickle cell anemia and its significance

• Highlight common issues in the treatment of adult sickle cell 
patients

• Address common myths about sickle cell anemia

• Address how to bridge the gap between patients and 
providers



WHAT IS SICKLE CELL ANEMIA?

• Sickle cell anemia is an inherited blood disorder that affects red 
blood cells. Sometimes these red blood cells become sickle-
shaped (i.e., crescent shaped) and have difficulty passing 
through small blood vessels.
• There are several types of sickle cell disease. The most common are: 

• Sickle cell anemia (SS)

• Sickle-hemoglobin C disease (SC)

• Sickle beta-plus thalassemia

• Sickle beta-zero thalassemia

• Hemoglobin SD

• Hemoglobin SE



WHO IS AFFECTED BY SICKLE CELL ANEMIA?

• Sickle cell disease is more common in certain ethnic groups, 
including:
• People of African descent, including African Americans (1 in 500 African 

Americans), among whom 1 in 12 carries a sickle cell gene 

• Hispanic Americans from Central and South America (1 in 1200 Hispanic 
Amercians)

• People of Middle Eastern, Asian, Indian, and Mediterranean descent



WHY IS SICKLE CELL ANEMIA A PROBLEM?

• Red blood cells containing mostly hemoglobin S do not live as long as 
normal red blood cells (normally about 16 days). 

• Hgb S cells are stiff, distorted in shape, and have difficulty passing through 
blood vessels.

• When sickle-shaped cells block small blood vessels, less blood can reach 
that part of the body. This is what causes the complications of sickle cell 
disease.



WHAT ARE THE COMPLICATIONS OF SICKLE CELL ANEMIA?

• Sickle cells are destroyed rapidly in the body of people with the disease which 
causes a constant shortage of red blood cells (anemia). Some signs and 
symptoms of anemia are:

• Tiredness

• Irritability

• Dizziness and lightheadedness

• Fast heart rate

• Difficulty breathing

• Pale skin color

• Jaundice (i.e., yellow color to the skin and whites of the eyes)

• Slow growth

• Delayed puberty



PATHOGENESIS FOR PAIN IN SICKLE CELL ANEMIA

• Acute SCA pain is caused by vaso-occlusion of the blood 
vessels that result in tissue ischemia and inflammation. 
• Sickling with obstruction in the microvasculature is accompanied by a 

number of other changes, including white blood cell activation, 
alterations in vascular tone, and other environmental and psychosocial 
factors, creating the perfect storm for a vaso-occlusive crisis.

• SCA patients can also experience chronic pain, which can 
result from chronic inflammation; organ, bone, and joint 
damage; ulcers; and other patient-specific complications.



WHAT CAUSES SEVERE PAIN IN SICKLE CELL PATIENTS?

• What predisposes patients to experiencing a vaso-occlusive crisis?
• Fever

• Infection

• Dehydration

• Stress (“The best gift you can give to a SCA patient is a stress-free 
environment.”- Dr. Gershwin Blyden

• Extreme temperatures (cold and hot)

• High altitudes



WHAT ARE THE COMPLICATIONS OF SICKLE CELL ANEMIA? 
(CONT.)

• Acute chest syndrome

• Stroke and myocardial infarction

• Vision loss

• Pulmonary embolism and deep vein thrombosis

• Damage to most organs including the spleen, kidneys, and liver

• Jaundice and the formation of gallstones

• Priapism (i.e., painful prolonged erection)



• Another complication of sickle cell anemia is its unwarranted 
health disparity as it pertains to treatment of patients living with 
sickle cell anemia.

• Many sickle cell anemia patients face unfair stigmas and 
judgement due to the fact that most of the manifestations of 
the disease process are invisible to the human eye.

WHAT ARE THE COMPLICATIONS OF SICKLE CELL ANEMIA? 
(CONT.)



COMMON MYTHS ABOUT PATIENTS WITH SICKLE CELL 
ANEMIA

Myths Reality

Sickle cell anemia is an African disease, affecting 

only people in Africa and their descendants.

SCA is widespread, affecting many races and 

ethnicities. SCA also commonly affects Hispanics, 

Asians, Indians, and people of Mediterranean 

and Middle Eastern descent.

Sickle cell patients cannot be in “that much” 

pain when they are using their phones, having 

conversations, laughing, etc. 

From a very young age, sickle cell patients are 

taught to use a form of distraction to help cope 

with pain episodes. If patients have SCA and they 

say they are having pain, even if they look 

comfortable, you should believe them.

There is no way they can still have pain after that 

much morphine/dilaudid.

More often than not, sickle cell patients are 

underdosed in the hospital setting for pain 

control, due to the fear of overdosing patients.

Sickle cell patients must be drug seeking

because they are telling doctors the name of the 

medication and how much they need.

Knowing what works for their pain is no different 

than patients with other disease processes 

knowing what helps to turn their exacerbations 

around.



COMMON MYTHS ABOUT PATIENTS WITH SICKLE CELL 
ANEMIA (CONT.)

MYTHS REALITY

Most patients with sickle cell anemia come to 

the ER to get “high.” 

On average most adult sickle cell patients 

avoid ER visits due to poor treatment by 

healthcare providers and long wait times, and 

will only seek out care when they can no 

longer manage pain at home. 

The labs came back fine, so they must be 

faking the pain.

Laboratory tests (e.g., CBC, retic count, LDH, 

bilirubin) and vital signs have no utility in 

confirming or refuting whether patients are 

actually having a painful episode. 

When patients’ hemoglobin levels are high,

they are less likely to suffer from complications 

of sickle cell.

Patients with high hgb are more likely to have 

pain. Data suggests that patients with higher 

baseline levels (typically above 8.5 mg/dL) 

have higher rates of vaso-occlusive symptoms 

such as pain, stroke, and acute chest 

syndrome.

All patients with low hemoglobin levels should 

have blood transfusions.

Most patients with SCA live with low hgb levels 

and have for all of their life. It is important to ask 

patients what their baseline is, as sometimes 

transfusing these patients unnecessarily can 

cause more harm.



FOUNDATION FOR SICKLE CELL DISEASE RESEARCH



SICKLE CELL CARE AND RESEARCH NETWORK

• We started because there was an unmet need in the 
sickle cell community.

• We are standalone—not connected to hospitals or 
academic centers. 

• We function as the PCP, specialist, and care coordinator 
hub for patients.

• We have a network of more than 100 physicians in all 
specialties across the US.

• We have an inherent Sickle Cell Disease Population 
Registry.



CLINICAL RESEARCH



• Investigational New Drug (IND)– Compassionate Use
• 6 patients

• 3 emergency INDs

• 3 extended access

• Investigational New Drug (IND)
• 4 patients currently enrolled

• 2 patients beginning the screening process

• Actively recruiting 

• Acute Pain Phase II Clinical Trial 
• 13 patients

• Actively recruiting

• Bone Marrow Assessment Clinical Trial 
• Initiating

CLINICAL RESEARCH (CONT.)



WHAT IS IMPORTANT TO UNDERSTAND 
ABOUT ADULT SICKLE CELL PATIENTS?

• Understand that sickle cell anemia is a very unpredictable disease process that can 
promote emotional instability as well as physical instability.

• Understand that healthcare for sickle cell anemia patients has drastically changed when 
they transitioned from pediatric healthcare into the adult healthcare world.

• Understand that most of these patients are misunderstood and stigmatized by the very 
people who are supposed to care for them, which can cause patients to be guarded.

• Understand that, due to this very stigmatization, the sickle cell community is losing more 
and more young adults to complications of sickle cell anemia because they do not 
want to be judged or treated poorly when they seek medical attention in the hospital 
setting.

• Understand that historical stigma, unfair treatment, judgement, and uncontrolled pain 
may cause patients to present to you (as providers) in an irritable manner.



• Understand that pain is the not the only complication of 
sickle cell anemia, but it does represent the most common 
reason for seeking medical attention.

• Understand that most SCA patients have endured a lifetime 
of pain and their bodies have physically built a tolerance to 
what most providers consider to be “high dose narcotics.”

• Understand that the vast majority of individuals with SCA that 
have true, severe, and often incapacitating lifelong pain, use 
pain medication appropriately and do not have drug-
seeking behavior or substance abuse disorders.

• Understand that all pain does not equal sickle cell pain.

WHAT IS IMPORTANT TO UNDERSTAND ABOUT 
ADULT SICKLE CELL PATIENTS? (CONT.)



WHAT CAN YOU DO?

• Do not pre-judge sickle cell patients*

• Be patient, compassionate, and understanding

• See if they have a care plan in place from their PCP or hematologist*

• Get them the care they need promptly*

• Listen to them*

• Treat them holistically

• Advocate for them
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