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LARGEST COUNTRY               
IN SOUTH AMERICA          
(47.3% OF THE CONTINENT)

AREA                      
8,547,403 Km2                       

5TH LARGEST COUNTRY 
IN THE WORLD                        
(211,8 millions  INHABITANTS)

PRIVATE HEALTH INSURANCE: 
28,5%

LIFE EXPECTANCY                        
(Male – 73,1y, Female – 80,1y)
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All-Inclusive Healthcare for people with SCD

1 - EARLY DIAGNOSIS

NEWBORN SCREENING PROGRAM 
(June 2001) 

4 - PROPHYLAXIS OF COMPLICATIONS
• Prophylactic antibiotics
• Chronic transfusion program
• Special vaccines  
• Iron chelation
• Transcranial Doppler Ultrasound

2 - HYDROXYUREA PROGRAM  
( since June 2002)

3 - BONE MARROW  
TRANSPLANTATION
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All-Inclusive Healthcare for people with SCD
1 - Newborn Screening Program
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• Maintenance of the quality of 
the program in each state, 
without the coordination of 
the Ministry of Health .

• Prevent the fragmentation of 
the program that causes 
screened children not to be 
referred for treatment.



All-Inclusive Healthcare for people with SCD
2 - Hydroxyurea program

Hydroxyurea
Sickle Cell Disease
Clinical Protocol and Therapeutic Guidelines



All-Inclusive Healthcare for people with SCD
2 - Hydroxyurea program - Inclusion criteria (2018)

OVER 3 YEARS OLD
(ALL THE CRITERIA)

• Possibility to attend consultations 

and periodic examinations

• Pregnancy test (Serum Beta-HCG) 

negative for women in childbearing 

age

• Pledge to effectively use 

contraceptive method confirmed 

during therapy with HU

ABOVE 9 MONTH OLD
(AT LEAST 1 CRITERION)

• Dactylitis, within the first year of life

• Hb < 7 g/dL (mean of 3 exams out of 

acute events)

• Leukocytosis > 20,000/mm3 (mean 

of 3 exams out of acute events)

WHATEVER AGE
(AT LEAST 1 IN THE LAST 12 

MONTHS)

• 3 or + painful crises + need of 
medical assistance

• > 1 episode of ACS or 1 ACS with 
need of O2 or transfusion or ICU

• Chronic hypoxemia

• Chronic organ injury

• Hb < 7 g/Dl

• Any chronic organ damage

• Leukocytosis > 20,000/mm3

• LDH = 2N

• TCD abnormal + impossibility of 
transfusion

§ Although there is no cost 
to the patient, there is 
irregular in access to  HU.

§ Too much bureaucracy for 
doctors and patients to 
access this medication.

• Difficulty handling capsules 
for children.

• Chronic patient adherence 
is perhaps the biggest 
problem.

• The result….. Only 50% of 
children and 40% of adults 
uses HU in Brazil.



All-Inclusive Healthcare for people with SCD
3 - The Bone Marrow Transplantation Policy

Patient with SS or Sβ0 using hydroxyurea who has at least 
one of the following conditions:

1. cerebrovascular disease associated with sickle cell disease;

2. more than two severe VOCs (including ACS) in the past 
year;3. more than one episode of priapism;

4. more than two antibodies in patients undergoing chronic 
transfusion or a high frequency antibody; or

5. osteonecrosis in more than one joint.

IIncludes Halogenous transplant for Sickle Cell Disease in the 
National Brazilian Transplant System.



All-Inclusive Healthcare for people with SCD
3 - The Bone Marrow Transplantation Policy

• Lack of broad access to HLA 
compatibility testing.

• Queue for transplant with 
SCD competing with 
malignant pathologies.

• Lack of involvement of 
clinical hematologists with 
transplantation.



All-Inclusive Healthcare for people with SCD
4 - Prophylaxis of Complications

SELF CARE IN 
CHILDHOOD

SELF CARE IN 
ADULTHOOD

ANTIBIOTICSVACCINATION

TRANSFUSION 
and TCD

• Teach to palpate the spleen
• General care

• Adherence program
• Pain program

• Up to 5 years of age
• Penicillin PO or IM
• Erythromycin (allergy)

• ANTI - HAEMOPHILUS
• ANTI - PNEUMOCOCOS
• ANTI - INFLUENZAE  
• ANTI - HEPATITE A
• ANTI - VARICELA

• Annual TCD (2 –-16 years)
• Prophylaxis transfusion 

program
• Iron chelation



All-Inclusive Healthcare for people with SCD
4 - Prophylaxis of Complications

VACCINATION

ANTIBIOTICS

TRANSFUSION 
and TCD

SELF CARE IN 
CHILDHOOD

SELF CARE IN 
ADULTHOOD

• Occasional shortage of oral penicillin.

• Non-inclusion of 13-valent 
pneumococcus in the sickle cell 
disease program. Lack of adults 
politics for vaccination

• TCD performed only by physicians 
and difficulty  keeping them in this 
subspecialty.



TAKE HOME MESSAGES
1. Despite advances in patient identification and treatment availability, the 

mortality rate among patients is still high and is higher than that 
reported in developed countries in the northern hemisphere.

2. Currently we do not have effective public policies that keep 
comprehensive care programs active

3. Newly trained hematologists prefer malignant hematology, leading to a 
decrease in hematologists dedicated to SCD care.

4. The incorporation of new therapeutic “weapons” is necessary to face 
this prevalent pathology in Brazil.

5. Altough…….We are working and still have hope.



PLANNING PEDIATRIC-TO-ADULT CARE TRANSITION 
IMPLEMENATION FOR PATIENTS WITH SCD IN BRAZIL

Proportion of Deaths by age in Brazil:

10.4% by age 5 years
73% by 18 years
52% by age 30 years  

Santo A. Hematol Transfus Cell Ther. 2020 Dec 5;S2531-
1379(20)31299-2.

Clear need to implement 
transition programs as 
more children become 

adults in Brazil

Why? How?



Multidisciplinary Multi-institutional International Research 
team



The best way to get 
improvements for the most 
prevalent disease in the 
world is to share our 
experiences.


