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  Introduction 
As family medicine physicians, we are often the only advocate 
for patients who suffer from childhood diseases that progress 

into a devitalizing chronic medical condition. Patients with 
sickle cell disease suffer from significant pain and are 

frequently stereotyped as drug seeking. For this reason, 
adults with SCD tend to be mismanaged. As children with 

SCD transition to adulthood, the disease can be associated 
with a severe, chronic pain syndrome that does not follow the 
typical on/off pattern that characterize the acute episodes of 
childhood. The role of the family medicine physician allows 

empathic commitment to these patients.  

     Background 
SCD is a hereditary hemoglobinopathy that results in 

formation of sickle or crescent shaped red blood cells when 
they are deprived of oxygen. The loss of the biconcave shape 

of the RBC results in a decreased ability to move through 
blood vessels. The nonmalleable sickled shape leads to rigid 

cells that occlude the flow of blood. This microcirculatory 
obstruction leads to ischemic injury throughout the body and 

resultant pain. Exacerbating factors include cold weather, 
hypoxia, dehydration, and infection. SCD occurs among 1 out 
of every 365 Black or African-American births. About 1 in 13 
Black or African-American babies is born with sickle cell trait.  

Case Report 
 

This is the case of a 20 year old African-
American female with HbSC sickle cell disease 
who has had many hospitalizations throughout 
her life for intractable pain related to sickle cell 

crises. In 2019 alone, she was admitted 13 
times, and two of these admissions were over 
two weeks long. MRI of the patient's spine in 

09/2019 showed infarcts involving a majority of 
the vertebral bodies and MRI and in 12/2019 
showed likely infarct of the left sacral ala and 

right proximal femoral metaphysis, which 
provided objective demonstration of the source 
of her pain, although this type of objective data 
is not always present. Our patient undergoes 

erythrocytapheresis periodically. Unfortunately, 
distance and finance have been barriers to 

specialized care in the past. 

Medications such as hydroxyurea and L-glutamine are 
used to prevent vaso-occlusive episodes. Opioids, 

however, remain the mainstay treatment option for pain 
control during these acute episodes. Opioids should be 

initiated immediately and titrated to the duration and 
severity of the patient’s pain. Frequent reassessment to 
ensure adequate pain relief is key. Hydromophone and 
morphine are commonly used due to their rapid onset. 
NSAIDs, ketorolac in particular, should be avoided or 

used minimally, as they decrease renal blood flow further 
during the crisis, and may result in acute kidney injury or 

failure. Oxygen should not be used when the patient’s 
oxygen saturation is normal.  

Many patients with sickle cell disease are on large 
amounts of opiates to control their pain at baseline. Our 
patient is on a total of 450-500 MME daily and requires 

higher doses for acute crises. Due to her multiple 
hospitalizations, it became vital to have a plan in place.  

 
 
 
 
 
 

 

Discussion 

There are challenges in navigating the use of opioids in 
SC patients, however aggressive pain control on 

presentation is necessary and improves patient outcomes 
including length of hospital stay and return to normalcy. 
Providing care to these patients can be difficult, not only 
for physicians, but also ancillary staff who are physically 

providing the medication. Educating each other and 
establishing a regimen allows for consistent and effective 

treatment. The ultimate goal is to allow a team of 
attending physicians, resident physicians, nurses, and 

pharmacists to provide not only appropriate but 
compassionate and unbiased care for patients with sickle 

cell disease.  

Conclusion  

 
On the Horizon 

 
There are several prospective treatments for 

patients with SCD. These include disease 
modifying agents and curative options. Within 
the former category there are agents which 
reduce/prevent sickling, such as voxelotor, 
which significantly increased hemoglobin 

levels and reduced markers of hemolysis in 
the HOPE trial.  There are agents which target 
hemolysis-related vasculopathy (haptoglobin, 

hemopexin), abnormal vascular tone 
(bosentan), and endothelial activation and 

damage (selectin antagonists and antibodies, 
sevuparin, omega-3 fatty acids, ticagrelor). 

The antioxidant L-glutamine has proven to be 
beneficial. Curative options include 

hematopoetic stem cell transplantation, 
lentiviral gene therapy, CRISPR/Cas9 

genome editing. The data is promising on 
many potential therapies for SCD, and there is 
ongoing hope for improved quality of life, and 

perhaps cure, for our affected patients. 
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This plan facilitated pain 
relief within 3 days in 

contrast to prior weeks-
long hospitalizations 
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