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Figure 2. Forest Plot of the 6-Minute Walk Test

AATD Usual COPD Mean Difference Mean Difference

Study or Subgroup Mean SD Total Mean SD Total Weight IV, Random, 95% CI Year IV, Random, 95% CI
Kenn et al 2015 47 545 127 606 652 360 41.0% -13.60[-25.23,-1.97] 2015 W
Jarosch et al 2016 29 28 9 31 44 10 51% -2.00(-34.84, 30.84] 2016
Jarosch et al 2017 49 49 140 53 52 280 53.8% -4.00([-14.15,6.15] 2017 -
Total (95% Cl) 276 650 100.0% -7.83[-15.28, -0.39] &

B Tan? =  Chi? = - S R= b } { i
Heterogeneity: Tau? = 0.00; Chi* = 1,61, df =2 (P = 0.45); I* = 0% 100 50 0 50 100

Test for overall effect: Z = 2.06 (P = 0.04)

AATD Usual COPD

AATD=alpha-1 antitrypsin deficiency, COPD=chronic obstructive pulmonary disease; SD=standard deviation; Cl=confidence interval

PR, pulmonary rehabilitation.

Alwadani FA, et al., Chronic Obstr Pulm Dis . 2024;11(1):18132.
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PWR, peak work rate.
Jarosch |, et al., Respiration. 2014; In press.

Rehab highntensity training

High-intensity training (HIT)

Moderate-intensity

training (MIT)
Endurance | Duration per | Week 1: 18-24 min. Week 1: 15-20 min.
training session Week 2 30 min. Week 2: 25
Week 3. 36 min. Week 3: 30
(30 sec. intervals) {continuously)
Intensity 100%PWR 60-70% PWR
Frequency 5-6x/ week 5-6x/ week
Tool Cycling ergometer Cycling ergometer
Adjustment Increase when Borg score =3 | Increase when Borg score
on a 10-point scale, reduction | =3 on a 10-point scale,
when Borg score =27 pis. reduction when Borg score
=7 pts.
Strength “Yolume 3 sets a 8 repetitions 3 sets a 20 repetitions
training Intensity aiming for local muscular failure | aiming for local muscular
after 8 repetitions failure after 20 repetitions
Frequency 5-6 x/ week 5-6 x/ week
Tool Machine training Machine training
Squat Surface Whole-body vibration platform | Floor
training (side-alternating, peak-to-peak
displacement 4-3 mm)
Volume 4x 2 min. a 24-26Hz 4x 2 min.
Frequency 3x/ week 3x/ week

~ Alpha-1-Center
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b Highintensity vs. moderatentensity

HIT MIT
Endurance | Duration 18-36 Min. 15-30 min.
(30 sec. intervals) (continuously)
mmm) | Intensity 100%PWR B60-70% PWR
Frequency o-6x/ week 9-6x/ week
Strength Volume 3 sets a & repetitions 3 sets a 20 repetitions
Intensity provoking local muscular | provoking local muscular
fatigue fatigue
Frequency o-6 x/ week 9-6 x/ week

HIT, high- intensity training; MIT, moderate

Jarosch |, et al., Respiration. 2014; In press.

- intensity training; PWR, peak work rate.

- Alpha-1-Center
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b;No betweengroup differences in exercise capac

Alpha-1-Center

6MWD, 6- minute walking distance; ESWT, endurance shuttle walk test; HIT, high

STST, sitto- stand test.

HIT group MIT group Between-group
(n=12}) (n=13) difference
Base- 3 weeks Difference Base- 3 weeks Difference Mean P-value
line line difference
(95%Cl)
Exercise capacity —
MWD, m 50(-262t0
3958120 | 418£115 3T £ 43 42468 45778 32 +28™ 36.2) ns
Time to
desaturate (SpOz 17.8(-336
) 11357 139£53 22.3£518 10447 10854 4.5+285 ns
=00%) during to 69.1)
G6MWD, sec
: No between -
ESWT, sec 591.6(-170.1
4644452 | 521436 57.3£154 411£322 | 520£330 | 108.9£339.9 ns g rou p
fo 273.3)
ESWT, m 932 (1945 differences!
6181743 | 6861742 | 28.3x110.0 | 533z426 | 655423 121.52470 ns
o 380.9)
1STST, n 0(-401o
20£10 26£13 5.614.9* 2419 30=11 5.644.5" 40) ns
55TST, sec 04(-2.1to
116247 | 9.3£32 -23=19 11.7£5.7 | 96242 -1.9£2.0* 29) ns
Quadriceps 56 (457 to
2984129 | 355166 490529 285135 | 349114 54 7+65 4 ns
strength, N 57.0)

Jarosch |, et al., Respiration. 2014; In press.

- intensity training; MIT, moderate

- intensity traini

ng; ns, non - significant;
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~ Liver /Longitudinal evaluation of individuals with sevatpha

)¢ 1 antitrypsindeficiency (Pi*Zgenotype.

(Xeo

Alpha-1-Center

Median FU 3.5 years predictive for pulmonary

Cohort 1: - NITs accurately predict

adults,

!

‘14 countries

m" ‘737 PI*ZZ . hepatic endpoints in AATD @ =  © % © % & & i

(e.g., AUC LSM 0.95).

- Lung surrogates are less os.

(=1

254

endpoints (e.g., AUC FEV1

liver lung

0.76). lung risk (FEV1)
0.004

=] ; 0 5 10 15 20 a5
- = E—

g3 - Comparison of liver

33 and lung surrogates
3 —— FiB—4: AUC = 090 facilitates patient
g ] T UARATE 0S| management.

nl‘.l'llar 0.0 02 :::15 0.8 0.8 10

Fromme et alGastroenterology 024

Cohort 2:
- - 135 Pi*ZZ
adults with
FUVCTE

Median FU 5.0 years

—> Fibrosis
progression rare +
primarily in those
with preexisting
risks.

Gastroenterology
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https://pubmed.ncbi.nlm.nih.gov/39414159/
https://pubmed.ncbi.nlm.nih.gov/39414159/

Physicabnd mentalhealthtrajectories A longitudinal SB6

analysign Alphal antitrypsindeficiencyassociated”OPD

Physical Health Mental Health
Physical Role General Social Role Mental
functioning physical Bodily pain  health Vitality  functioning emotional heaith
E 037
oL 1
E -
[ 012 1
g 34 ]3
S 041 YT o -0'38 Fig. 3. Annual change in SF-36 scale
sCcore means.
Note: SF-36 scale scores range from 0

to 100, with higher scores indicating
better health.

Chioateet alRespiMed
.20240c¢t14:234:107838.
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50-65 =65
Age at baseline, years

Chioateet alRespiMed
.20240c¢t14:234:107838.

b' Physicabnd mentalhealthtrajectories A longitudinal SB6 OQ

analysign Alphal antitrypsindeficiencyassociatedCOPD

Alpha-1-Center

Fig. 4. Longitudinal trajectories of
SF-36 summary scores by age at
baseline.

PCS-Physical Component Summary;
MCS-Mental Component Summary;
norm-based, mean = 50 (SD = 10) in the
general US population.

PCS slopes: <50: 0.4252/year; 50-65:
0.4561/year; >65: 0.6882/year. (p-value
for interaction age+time = 0.0016).

MCS slopes: <50: 0.32663/year; 50-65:
0.14193/year; >65: 0.00787/year. (p-
value for interaction age+time = 0.0012).
Note: shaded areas indicate 95 %
confidence intervals.
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Fig. 5. Longitudinal trajectories
SF-36 summary scores by baselir
mMRC.

PCS-Physical Component Summan
MCS-Mental Component Summary;
norm-based, mean = 50 (SD =10} i
the general US population.

PCS slopes: mMRC grade O:
0.5337/year; grade 1: 0.54497fyear,
grade 2: 0.48406/year; grade 3:
0.4638/year.

grade 4: 0.3986/year; (p-value for
interaction mMRC <time = 0.3153).
MCS slopes: mMRC grade 0:
0.2383/year; grade 1: 0.18874/year;
grade 2. 0.1317/year; grade 3.
0.1371/year; grade 4: 0.1156/year; (
value for interaction
mMRC «time = 0.7827).

Mote: shaded areas indicate 95 %

confidence intervals.
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Mumber of exacerbations

Chioateet alRespiMed
.20240c¢t14:234:107838.
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