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 3.500/ano com DF

 1 DF/1.000

 ∼ 45.000 com DF

• ∼ 70% Hb SS

• ∼ 15-20% Hb SC

• ∼ 5-10 % Hb S/Tal

Fonte: Ministério da Saúde do Brasil

Cançado RD & Jesus JA. Rev Bras Hematol Hemoter, 2007; 29:203-206
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Doença Falciforme (DF): 

um problema de saúde pública mundial
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RS
Rio Grande do Sul
AS 2% (1:65)
DF 1:10.000

SP

São Paulo
AS 2,6% (1:35)
DF 1:4.000

Minas Gerais
AS 3% (1:23)
DF 1:1.400

MG

Rio de Janeiro
AS 4% (1:21)
DF 1:1.200

RJ

Pernambuco
AS 4% (1:23)
DF 1:1.400

PE

Bahia
AS 5,3% (1:17)
DF 1:650

BA

Dispersão e Frequência

do gene S no Brasil

Fonte: Ministério da Saúde do Brasil

Cançado RD & Jesus JA. Rev Bras Hematol Hemoter, 2007; 29:203-206

O Brasil é a 2ª maior população negra do mundo
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Kato GJ, Piel FB, Reid CD, Gaston MH, Ohene-Frempong K, Krishnamurti L, Smith WR, Panepinto JA, Weatherall DJ, Costa FF, Vichinsky EP. Nat Rev Dis Primers. 2018 Mar 15;4:18010

Doença Falciforme: 

Manifestações 

Clínicas

Muito mais que uma anemia e eventos de dor ...
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Quais as condutas que reduziram 

morbimortalidade na Doença Falciforme ?

Rees DC et al. Lancet, 2010; 2018-31.

Zago MA & Pinto AC. Rev Bras Hematol Hemoter. 2007;29(3): 207-14

Yawn BP et al. JAMA. 2014 Sep 10;312(10):1033-48.TACTH, Transplante alogênico de células-tronco hematopoéticas

Triagem 

Neonatal 

Analgesia

Doppler 

Transcraniano

Transfusão 

de Hemácias 

Quelação

de Ferro

Hidroxiuréia

Centros de 

Referência
Vacinas e 

Antibiótico

TACTH
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Doença Falciforme

 Doença tratável

 Elevada morbidade e mortalidade

 Doença curável

Fonte: Ministério da Saúde do Brasil
Rees DC et al. Lancet, 2010; 2018-31.

Zago MA & Pinto AC. Rev Bras Hematol Hemoter. 2007;29(3): 207-14

Yawn BP et al. JAMA. 2014 Sep 10;312(10):1033-48.
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Parameter

Individuals with 

sickle cell disease

(n = 3,320)

General population

(n = 6,549,812)

Median age 

at death (years) 37.0 69.0 

Median survival 

(years) 40 80

Reduced survival of individuals with sickle cell

disease in Brazil: real-world evidence

Rodolfo D Cançado1, Fernando Costa2, Clarisse Lobo3, Celina Borges Migliavaca4, Maicon

Falavigna4, Homero Filho5, Carolina Tosin Bueno5 and Ana Cristina Silva Pinto6

Abstract/Poster Board #3025 

December 12, 2021
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Life 

Expectancy 

of Patients 

living with SCD 

in Brazil
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Abstract/Poster Board #3025 December 12, 2021

Reduced survival of individuals with sickle cell disease in Brazil: real-world evidence

Rodolfo D Cançado et al. 
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Acesso aos
Centros de 
Referências

Acesso e 
Adesão ao
Tratamento
Disponível

Resposta
Terapêutica

Acesso à 
Novas 

Opções de 
Tratamento

Necessidades Médicas/Saúde Não Atendidas

Transição

pediatria-adulto

Importante barreira

25%-30% não respondem/perdem

a resposta à Hidroxiuréia

Novas drogas não

disponíveis, exceto

estudos clínicos
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Ab, antibody; ESL-1, E-selectin ligand-1; FcyR, Fc receptor for 

immunoglobulin G; PSGL-1, P-selectin glycoprotein ligand-1; 

RBC, red blood cell; MHC 1, major histocompatibility complex 

class I; ROS, reactive oxygen species. 

E selectin

RBC

⍺M𝛽2

Sickle cell 

RBC

ESL-1

Vascular 

occlusion 

Tissue hypoxia

RBC 

ligand?

Platelet

Neutrophil

Platelet 

ligand?

FcyR

engagement

MHC I

antigen
MHC I
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Endothelial

permeability

ROS

Targeting adhesion
Targeting

“Sickling”

HbF induction

agents

Targeting 

inflammation

Targeting

Oxidative stress

(Lglutamine)

P selectin

PSGL-1

Adapted from Looney MR, Matthay MA. Nature Medicine. 2009;15:364-366.

Kato JG et al. Nat Rev Dis Primers, 2018

Frederic BP et al. NEJM, 2017; 376:1561-73

Barbara P. Yawn JAMA. 2014;312(10):1033-1048

Vichinsky E, N Engl J Med. 2019, 8;38:509-519.

hydroxyurea
decitabine, 

sodium butyrate

P-selectin-specific antibody (Crizanlizumab)
GMI-1070 (E-selectin antagonist), IVIG, LMWH, propranolol

Prasugrel, Ticaglelor

adenosine 2A receptor 

agonist, Omega-3 fatty 

acids, N-acetyl cysteine

Voxelotor

Doença Falciforme: Novas Estratégias de Tratamento

https://www.ncbi.nlm.nih.gov/pubmed/29542687
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Crizanlizumabe

Inibidor de P-selectina

Ataga KI et al. N Engl J Med 2017;376:429–39; 2. Data on file: Clinical Investigator’s Brochure for SelG1, Edition 6.0. Figure adapted from Clinical Investigator’s Brochure for SelG1

PSGL-1, P-selectin glycoprotein ligand

Anticorpo monoclonal (mAb) que 

se liga à P-selectina com 

alta afinidade e especificidade
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Reduced rate of vaso-occlusive crises in patients with 

sickle cell disease treated with crizanlizumab for 12 

months: results from a real-world, 

managed access program (MAP)

ANA CRISTINA SILVA-PINTO,1 Raffaella Colombatti,2 

Annamaria Pasanisi,3 Francesco Arcioni,4 Laurie DeBonnett,5

Wesam Soliman,6 Rajendra Sarkar,7 Rodolfo D Cançado8

1Regional Blood Center, Department of Medical Imaging, Ribeirão Preto School of Medicine, São Paulo, Brazil; 2Azienda Ospedale-Università di Padova, Padova, Italy; 3Ospedale ‘A 

Perrino’, Brindisi, Italy; 4Pediatric Hematology and Oncology with Bone Marrow Transplantation, Azienda Ospedaliera di Perugia, Perugia, Italy; 5Novartis Pharmaceuticals Corporation, 

East Hanover, NJ, USA; 6Novartis Saudi Ltd, Riyadh, Saudi Arabia; 7Novartis Healthcare Private Limited, Hyderabad, India; 8Department of Hematology and Oncology, Santa Casa de 

São Paulo School of Medicine, São Paulo, Brazil

www.clinicaltrials.gov (NCT03720626)

ASCAT 2022 - Annual Academy of Sickle Cell and Thalassaemia Conference -

2nd Sickle Cell & Thalassaemia Virtual Conference - January 26-28, 2022

https://clinicaltrials.gov/ct2/show/NCT03720626?term=NCT03720626&draw=2&rank=1
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As of October 2021, a total of 172 patients have received crizanlizumab in 

the MAP, of whom 37 been treated with the drug for 12 months or more*

Characteristic Patients (N=37)

Age, years

Median (IQR) 33 (25–40)

Sex, n (%)

Female

Male

20 (54)

17 (46)

Race, n (%) 

African American

Hispanic/Latino

Caucasian

Other

12 (32)

7 (19)

1 (3)

17 (46)

Characteristic Patients (N=37)

Genotype, n (%) 

HbSS

HbSC

HbSβ0

HbSβ+

28 (76)

5 (14)

2 (5)

2 (5)

Country, n (%)

Brazil

Italy

Israel

34 (92)

2 (5)

1 (3)

Prior HU use, n (%)

Yes

No

Data not available

20 (54)

7 (19)

10 (27)

Baseline characteristics
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As of October 2021, 37 patients have been treated with crizanlizumab 

for 12 months or more in the MAP*

In the 12 months before crizanlizumab initiation (baseline), 76% (n=28/37) of 

patients were hospitalized for a total of 89 SCD-related complications



15

 Atenção integral à saúde da pessoa com DF em 

Centros Especializados e o acesso ao tratamento 

individualizado tem impacto no prognóstico, na 

sobrevida e na qualidade de vida

 Mas, apesar disto, a DF continua com taxas 

elevadas de morbidade e mortalidade

 Acesso a novas drogas é fundamental !!

Considerações Finais
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Obrigado !!
Rodolfo D. Cançado

rodolfo.cancado@gmail.com

Whatsapp: 11999355888

mailto:Rodolfo.cancadi@uol.com.br

