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« Study designs: 34 studies were retrospective cohorts; the remainder Hydroxyurea Use and , C \ce, and Interruption CON USI o

included prospective cohorts (14 studies), cross-sectional (12 studies), and
both cross-sectional and retrospective data (1 study).

SCD genotypes: 50 studies enrolled SCD patients of any genotype, one
enrolled patients with SCD or HbS-B+thal, seven enrolled HbSS only, and
three enrolled HbSS or HbS-Bthal.

Figure 1. PRISMA Diagram
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= One inclusion criterion for this review required that studies be based on
medical records to eliminate inaccuracies due to self-report or to selection
bias in survey-based studies. Reported outcomes among patients from

ions with limited health care access and pharmacy services may not be

fully representative of all patients with SCD in those countries. Thirty-seven of
the 61 studies reported information from a single timepoint (either baseline or
not specified).

« Estimates for hydroxyurea utilization (49 of 61 studies), the current standard of care SCD
treatment, ranged from 0.3% (Marfo, 2023)+1 to 94% (Sendy, 2023)s3 of patients without
any clear geographic patterns. In 20 of the 49 hydroxyurea studies, >50% of patients
used hydroxyurea (Figure 2).

Figure 2. Hydroxyurea Use
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+ Hydroyxurea adherence, compliance, and interruption were reported using different or
non-reported definitions across 10 studies (Table 2). Among these studies, reasons for
poor adherence,compliance, or discontinuation included a perceived lack of benefit,
adverse events, cost, access, and clinical complications/contraindications.s.1032.35.36.45
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+ SCD is a severe genetic condition requiring lifelong, tailored

treatments.

Patient adherence and persistence for hydroxyurea, the main

treatment for SCD, is not well understood. The usage of and

dh to novel di: difying pies (e.g., L.

voxelotor, and crizanlizumab) is also not well characterized.

. isting limited evid patterns in regions with
high SCD pi ial care gaps across

geographies.

There is a need for robust long-term RWE studies to describe

treatment sequences, preferences, and care needs across life

stages as well as health outcomes associated with the different

treatment strategies.
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