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Introduction

People living with sickle cell disease (SCD) need high levels of physical function to support independent living. Researchers
should prioritize identifying modifiable targets that improve physical function. People with SCD who have physical limita-
tions and low muscular capacity are at risk of poor function and lower quality of life. This abstract describes domain-specific
and global self-reported physical function among adults living with SCD and identifies cross-sectional associations between
hemoglobin and physical function.

Methods

Respondents consented to chart abstraction and completed the PROMIS Physical Function Short Form 8b survey. We oper-
ationalized domain-specific function as binary variables indicating no impairment versus any impairment in 8 activities. We
calculated participants’ global physical function using PROMIS’ HealthMeasures web tool calibrated to the US population
and converted to t-scores (range: 20.3 [worst] to 60.1 [best]).

Eligible participants met the following criteria: age 18+ when surveyed,labs drawn during a non-acute encounter within
+/- 30 days of the survey, no pregnancy-related outcome the year before survey, no history of bone marrow transplant,
and available covariate data. We estimated cross-sectional associations between hemoglobin and 8 physical function sub-
domains using multivariable logistic regression. We fit heteroscedastic tobit regressions to estimate the association between
hemoglobin and global physical function. We adjusted the models for age, sex, recruitment site, history of renal damage,
disease-modifying therapy (DMT) use, body mass index, and lactate dehydrogenase (LDH). We used STATA/SE 18.0 to per-
form the analyses separately by SCD subtype: sickle cell anemia (SCA) - HbSS/HbSB ©, versus other subtypes (variant SCD).
Results

Between 2016 and 2023, 331 people with SCD at 7 GRNDaD sites completed the survey; 119 adults met eligibility criteria (52%
female). The median age was 31 years (IQR: 24 , 39 years); 95% identified as Black, and 65% had SCA [Table 1]. Seventeen
percent reported no limitation in any domain. Those with While

For those with SCA, the hardest activity was heavy housework (74% reported limitation), while the easiest was running errands
(39% reported limitation). For those with variant SCD, the hardest activity was heavy housework (88% reported limitation),
while the easiest was climbing stairs (64% reported limitation). In adjusted logistic regression models among those with SCA,
higher steady state hemoglobin was associated with higher odds of full function when carrying groceries (OR = 1.59, 95% Cl
=1.05, 2.417), performing 2 hours of labor (OR = 2.17, 95% Cl = 1.29, 3.65), and heavy housework (OR = 1.78, 95% Cl = 1.04
, 3.06) [Figure 1]. Hemoglobin was not associated with any function sub-domains for individuals with variant SCD. In adjusted
tobit regression models, hemoglobin was not associated with global physical function for those with SCA (8= 0.23 95% Cl =
-0.99, 1.45) nor with variant SCD (8= -0.10, 95% Cl=-0.77 , 0.58).

Conclusions

People with SCA reported better age-adjusted subjective function than those with variant disease, perhaps reflecting availabil-
ity of treatments for SCA. In SCA, hemoglobin was positively associated with higher function in the 3 PROMIS sub-domains that
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respondents ranked as most challenging. Hemoglobin was not associated with global physical function for either SCD sub-
type. research in larger longitudinal samples is needed to explicate potential mechanisms linking hemoglobin to self-reported
function sub-domains, corroborate the observed patterns of self-reported function by subtype, investigate associations be-
tween hemoglobin and objectively measured physical function, and identify how within-person changes in hemoglobin may
contribute to changes in performing challenging everyday physical function activities.

Disclosures Kanter: Novartis: Consultancy, Honoraria, Membership on an entity’s Board of Directors or advisory committees;
Vertex: Consultancy, Honoraria; Bluebird Bio: Consultancy; Beam: Consultancy, Honoraria; Guidepoint Global: Consultancy;
Bausch: Honoraria; Chiesi: Honoraria, Membership on an entity’s Board of Directors or advisory committees; Austin Therapeu-
tics: Honoraria, Membership on an entity’s Board of Directors or advisory committees; Watkins, Lourie, Roll&Chance: Consul-
tancy; Fulcrum: Consultancy; ECOR1: Consultancy. Manwani: Novartis, Pfizer, Novo Nordisk, Editas, GBT: Consultancy. Little:
Hemex: Patents & Royalties: Make no profit; NHLBI: Honoraria; Novo Nordisk: Consultancy; bluebird bio: Consultancy; GBT:
Research Funding; USC: Research Funding; NASCC: Research Funding; Biochip Labs: Patents & Royalties: Make no profit;
FORMA: Other: Adjudication committee for Hibiscus study; Pfizer: Consultancy; American Society of Hematology: Research
Funding. Lanzkron: Pfizer: Consultancy; Teva Pharmaceutical Industries: Current equity holder in publicly-traded company;
CSL-Behring: Research Funding; HRSA: Research Funding; Global Blood Therapeutics: Research Funding; National Alliance
for Sickle Cell Centers: Other: Vice president ; PCORI: Research Funding; Novo Nordisk: Consultancy; Magenta: Consultancy;
Takeda: Research Funding; Novartis: Consultancy, Research Funding; Bluebird Bio: Consultancy; Imara/Enliven Therapeutics:
Research Funding.

ABSTRACTS € blood® 2 NOVEMBER 2023 | VOLUME 142, NUMBER Supplement 1 3883

20z AeN 0z uo 1senb Aq ypd-urew-y8y-poolq/.56.812/288€E/ | Wuswalddng/zy | spd-sjoie/poojgeu-suonealigndyse//:dny wody pspeojumoq



POSTER ABSTRACTS Session 114

Table 1. Participant ch

Sickle Cell Disease Subtype

Sickle Cell Anemia Variant SCT Total sig
{HESS and HESED) (Al other genotypes]
n=77 n=42 N=119

T7(EET1%) 42 (3525%) 119 (100.00%)

Sex
Male 41 (53.25%) 16 (3810%) 57 (47.80%)
Age in years, median (IR 3000 {14.00) 3B.00 {22.00) 31.00 {15.000 *
GRNDaD Registry site
Mid-Atlantic 1 (1.30%) 1 (228%) 2 {1.68%)
Michwest B (7.78%) 4 (9.57%) 10 (BAD%)
Meortheast | 10 (1280%) 1 (2.36%) 11 (824%)
Mostheast Il 3 (3.80%) 4 (9.52%) T {5.BE%)
South 57 (74.00%) 32 (78.18%) 88 (T4.78%)
Race
Affican American or Black Td (86.10%) 38 (B2BE%W) 113 (B4.06%)
Employrment
Working now 24 (3AT%) 15 (35T1%) 39 {3277%)
Temporarly laid off 2 (260%) L] (0.00%;) 2 {1.68%)
Unemployed T(909%) 4 (952%) 1 {9.24%)
Retired 1 (1.30%) 1 (238%) 2 {1.68%)
Disabled 23 (Z987%) 16 (38.10%) 38 {3277%)
Homenmaker 2 (260%) o (0.00%) 2 {1.68%)
Student 13 (16.88%) 4 (3.57%) 17 (14.28%)
CtherMissing 5 (645%) 2 (4.76%) 7 (5BB%)
Wellperson visit hemoglobin g/dl, mean (5D) 9.7 {1.64) 10,99 {167y 6.84 .82y
Pain interference t-score, mean (SD)* 5341 (8.BB) 5895 {11.14) 5529 {10.01) **
Disease madifying therapy in past year
Mo therapy T (8.08%) 19 (45.24%,) 26 (21.85%)
Hydraxyurea only 37 (48.05%) 18 (4286%) 55 (46.22%)
Vowelator with ather therapies 9 (11.68%) 1] (0.00%) a {7 56%)
Crizanlizumab only 3 (3.00%) 2 (4. TE%) 5 {4.20%)
L-Glutaminge anty 0 (DDD%) 1 (238%) 1 {0.B4%)
Chronic transhusion only 6 (7.79%) 0 (000%) 6 (504%)
Combination of therapies 15 (19.48%) 2 (4.76%) 17 (14.28%)
Bady Mass Index kgim’. mean (SD) 2388 .30) 3028 {10.26) 2613 {8.01)
SC0 MHC comarbidity count, mean {SD) 1.10 {141 0493 087 104 {1.08)
Renal damage
Mo 60 (77.82%) kY (88.10%,) 97 (B151%)
‘Yes 17 (22.08%) 5 (11.80%) 22 (1840%)
AHigher . T . SgePovcive thesholt:  * p < 005 **ps001  *f ps 0001
# 0 2 P falin S0 @ et range: e
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