TABLE 1—Baseline Characteristics

Definition of abbreviation: BMI: Body Mass Index


	
	Subject (n=34)
	Control (n=35)
	p-value

	Age (years)
	12.37 (3.48)
	12.84 (3.91)
	0.6002

	Age groups
	
	
	

	   6-12 years
	18 (52.9)
	17 (48.6)
	0.7611

	   13-18 years
	16 (47.1)
	18 (51.4)
	

	Gender (Female)
	18 (52.9)
	19 (54.3)
	0.9108

	BMI
	19.63 (4.16)
	22.59 (5.93)
	0.0194*

	Height
	148.8 (18.83)
	157.0 (18.29)
	0.0702

	Weight
	45.42 (17.97)
	57.19 (21.64)
	0.0167*

	Oxygen saturation ¥
	98 (92, 100)
	99 (96, 100)
	0.0024*

	Race
       Black
	
33 (97.1)
	
35 (100)
	
0.4928

	       Hispanic
	1 (2.9)
	0 (0)
	0.4928

	Newborn ICU Stay
	4 (11.8)
	0 (0)
	0.0536

	Required oxygen at birth
	1 (3)
	0 (0)
	0.4853

	Smoked during pregnancy
	0 (0)
	4 (11.4)
	0.1152

	Current in-home smoke exposure
	8 (24.2)
	8 (22.9)
	0.8929

	Hydroxyurea
	20 (58.8)
	0 (0)
	<0.0001*






Table 2: Clinical and laboratory data for SCD and healthy subjects 
Note: Mean (SD) values for hemoglobin, hemoglobin F, LDH, WBC and IgE are based on available collected study samples. For example, 4 of the healthy control subjects declined a blood draw and only 23 of the SCD subjects had a LDH value available for comparison.
Definition of abbreviation: *unknown genotype. ACS: Acute Chest Syndrome. VOC: Vaso-occlusive Pain Crisis. The numbers listed under ACS, PC and other denote total number of episodes. Other reasons for hospitalization included: fever, viral infection, wheezing, splenic sequestration, sepsis and other SCD related complications. LDH: Lactate Dehydrogenase. WBC: White Blood Cell Count, IgE: Immunoglobulin E.
	
	Subject (n=34)
	Control (n=35)
	p-value

	Genotype
	
	
	NA

	   HBA*
	-
	5 (14.2)
	

	   HB AA
	-
	25 (71.4)
	

	   HB AC
	-
	1 (2.8)
	

	   HB AS
	-
	4 (11.4)
	

	   HS Sβ0
	1 (3.0)
	-
	

	   HB SC
	7 (20.5)
	-
	

	   HS SS
	26 (76.5)
	-
	

	Physician diagnosis of asthma
	19 (55.9)
	-
	NA

	Admission in last 3 years 
	
	
	

	   ACS 
	11(range 1-6)
	-
	NA

	   VOC
	15(range 1-11)
	-
	NA

	   Other
	12 (range 1-6)
	-
	NA

	Hemoglobin g/dL
	10.07 (1.60)
	13.42 (1.24)
	<.001

	Hemoglobin F (units) 
	17.34 (11.44)
	0.75 (1.32)
	<.001

	LDH (units/L) 
	445 (243 – 775)
	258 (174-487)
	<.001

	WBC (k/cumm) 
	9.9 (3.6-20.4)
	4.9 (2.9-10.6)
	<.001

	IgE (kU/L)
	54.5 (2.2-1356.0)
	56.5 (4.0-861.0)
	.963






Table 3: Pulmonary function data comparison between SCD and healthy subjects
Data are expressed as mean ± SD percentage of the predicted normal value or z-score. 
Definition of abbreviations: FVC, forced vital capacity; FEV1, forced expiratory volume in 1 second; TLC, total lung capacity; FRC, functional residual capacity; RV, residual volume. LCI, lung clearance index.

	Parameter 

	Sickle cell group
(n=34)

	Healthy controls
(n=35)

	p-value

	FVC % predicted
	100.6 (13.65)
	104.8 (12.05)
	0.213

	FVC z-score
	0.05 (1.04)
	0.34 (0.94)
	0.219

	FEV1 % predicted
	97.03 (13.98)
	103.3 (12.23)
	0.051*

	FEV1 z-score
	-0.22 (1.09)
	0.26 (0.97)
	0.055

	FRC % predicted
	97.12 (18.99)
	103.3 (21.21)
	0.210

	FRC z-score
	-0.15 (1.27)
	0.23 (1.28)
	0.229

	RV % predicted
	93.59 (25.18)
	102.9 (27.94)
	0.149

	RV z-score
	-0.23 (0.89)
	0.11 (1.00)
	0.145

	TLC % predicted
	100.1 (15.33)
	110.0 (13.46)
	0.006*

	TLC z-score
	0.02 (1.27)
	0.87 (1.13)
	0.005*

	RV/TLC
	93.38 (18.69)
	93.51 (20.94)
	0.978

	RV/TLC z-score
	-0.14 (0.37)
	-0.09 (0.45)
	0.655

	LCI 
	7.40 (0.69)
	7.29 (0.72)
	0.514






Table 4
Values are Pearson correlation coefficients.  

Definition of abbreviations: FVC, forced vital capacity; FEV1, forced expiratory volume in 1 second; RV, residual volume; TLC, total lung capacity; LCI, lung clearance index; LDH: Lactate Dehydrogenase; HbF: Fetal hemoglobin

	
	LCI (All subjects)
r(p-value)
	LCI – SCD group
r(p-value)

	FVC % predicted
	-0.380; p=.0013*
	-0.331; p=.0560

	FEV1 % predicted
	-0.298; p=.0129*
	-0.287; p=.0994

	RV % predicted
	-0.314; p=.0085*
	-0.300; p=.0845

	TLC % predicted
	-0.379; p=.0013*
	-0.354; p=.0389*

	RV/TLC 
	-0.146; p=.2322
	-0.120; p=.5283

	Hemoglobin
	-0.094; p=.4553
	0.087; p=.6235

	HbF
	0.302; p=.0465*
	0.287; p=.1170

	LDH
	-0.118; p=.4014
	-0.199; p=.3637






Table 5
Parameter values are least square means (standard errors) for categorical variables and regression slope parameters (standard errors) for continuous variables.  P-values are from ANCOVA models.

	
	Parameter - LCI
	p-value

	Asthma
No
Yes
	
6.89 (0.24)
7.44 (0.14)
	
0.087


	History of ACS
No
Yes 
	
7.23 (0.17)
7.10 (0.21)
	
0.654


	FEV1 z score
	-0.015 (0.012)
	0.233

	Hemoglobin
	0.224 (0.088)
	0.024*

	HBF
	-0.007 (0.013)
	0.590

	LDH
	-0.001 (0.001)
	0.601

	RV/TLC 
	0.005 (0.008)
	0.566




