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Objectives

1. What are the key aspects of managing a patient with
sickle cell disease across their lifespan?

2. What complications should | be aware of and how do |
manage them?

3. How can services best be developed for patients with
SCD?

A Infections in childhood, and beyond

A Wellness and health maintenance surveillance
A Multidisciplinary teamwork

A Chronic pain management

A Stroke prevention and iron overload strategies



SCD Then and Now

>10% children suffer a stroke,

/ 25% of adults
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What are thevasc-occlusive
manifestations of SCD?

Postcapillary venule

Capillary

Vasaoocclusive Pain
Stroke

Acute Chest Syndrome

Avascular necrosis

Functional asplenia

Hepatic sequestration)

Retinopathy

Increased
vaso-occlusion

Gladwin etal, NEJM 2008



What are thehemolytic
manifestations of SCD?

Precapillary arteriole

Smooth-muscle

Anemia
Pulmonary Hypertension
Leg Ulcers
Priapism
Cerebral Vasculopathy
Cholelithiasis

Pulmonary hypertension
Decreased NO Leg ulceration
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What are theinfectious
manifestations of SCD?

Viral induced aplastic anemia
Infection from encapsulated organisms:
Pneumonia
Meningitis
S. pneumonia, H. influenzae, N. meningitides
Septic Arthritis or Osteomyelitis:
(Salmonella common organism)
Urinary tract Infection

Gladwin et al, NEJM 2008




Sickle Cell Disease Is for Life
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Detect and Prevent/Treat SCD Morbidit

SCDisa
poster child
for
multisystem
diseases

Brain
Eyes
Tonsils
Lungs
Heart
Kidneys
Fertility
Liver
Spleen
Skin
Bones



215t Century Goals of Care for SCI

\/' Patient seHmanagement

\/ Reduced hospital dependence

\/ Social, financial and emotional wellbeing
V Monitoring and treatment of complications

\/ Normal life expectancy



Therapeutic Tools at Our Disposal

one % match

stem cell and marrow network
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Multidisciplinary Team

A Nurse Practitioners

A Social Worker A Medical Day Unit
A Physicians i Nursing Team
I Trainees

A Administrative
I Nursing Manager
I Clerical
I Data Manager



Collaboration

A Combined cardiaC  eoinaais
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A Neurology 7

A Ophthalmology 2
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A Urology CHare

A Obstetric

A Infectious Diseases "Some joined up thinking is what
A X X X we need!"
A Community partners (50 Ug[e“ : uhn rbcd



Assessment of New Referral #1

A Up to date contact info and list of providers

A Acute complications (pain)
I Analgesia use

A Chronic morbidity (head to toe)

A Red flags

I Acute Chest Syndrome

I Stroke _ L
 1CU admission A Socieeconomic history

I Exchange transfusion
A Therapies
I Hydroxyurea
I Transfusions +/chelation



Assessment of New Referral #2

A Investigations
I Labs, Urinalysis
I ECHO, ECG
I Bone mineral density scan
I MRI brain + Liver MRI for LIC

A Therapies FollowUp
I Immunisations glwcg gom
I Analgesia
I Hydroxyurea

I Transfusions +/chelation



Transfusion?

Neurological Events in SCD
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Silent Cerebral Infarct
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Vasculopathy

Increasing neuropsychological uciuis
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Effects of Silent Infarcts and Stroke or
Cognitive Function
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Stroke type and prevalence differ
between pediatric and adult population

Infarctive

Hemorrhagic
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