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[ Abstract ]| Objective To evaluate the prognostic value of pulmonary hypertension (PH) in newly diagnosed
patients with systemic immunoglobulin light-chain amyloidosis (AL) with normal left ventricular ejection fraction.
Methods The data of the first-time AL patients admitted to The Second Affiliated Hospital of Naval Medical University
(Second Military Medical University) from Jun. 2014 to Dec. 2021 were analyzed retrospectively. The inclusion criteria
were: all patients were confirmed with AL by biopsy and pathology and had normal left ventricular ejection fraction; and
patients with congenital heart disease, moderate and severe chronic obstructive pulmonary disease and other causes of PH
were excluded. According to the estimation of pulmonary artery pressure by transthoracic echocardiography, the patients

were divided into PH group and non-PH group. Kaplan-Meier method was used to calculate overall survival (OS) and
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progress-free survival (PFS) rates, and the survival curves were drawn. Univariate and multivariate Cox proportional hazards
regression models were used to analyze the effects of PH on survival and prognosis. Results Finally, 93 AL patients were
enrolled, including 17 patients in the PH group and 76 patients in the non-PH group. The median follow-up time was 19.4
(1.0-87.0) months, during which 33 patients died. The median OS time of patients was 20.9 months in the PH group and not
available in the non-PH group, and the median PFS time was 10.5 months and 47.0 months, respectively, showing significant
differences (both P<<0.05). After adjusting the baseline data, the multivariate Cox regression analysis showed that PH was
an independent risk factor affecting the survival and prognosis of AL patients. The risk of death in patients with PH was 4.93
times higher than that in patients without PH (hazard ratio [ HR] =4.93, 95% confidence interval [ CI] 1.41-17.23, P=
0.012 4); the risk of disease progression in patients with PH was 3.53 times higher than that in patients without PH (HR=
3.53, 95% CI 1.22-10.20, P=0.019 6). Among AL patients with cardiac infiltration, patients with PH had a higher risk of
death and disease progression (//R=13.23, 95% CI 2.35-74.93, P=0.003 4; HR=3.58, 95% CI 1.09-11.71, P=0.035 3).
Conclusion Echocardiographic assessment of PH has important prognostic value for AL patients with normal left ventricular
ejection fraction, which should be considered in clinical practice.
[ Key words | amyloidosis; pulmonary hypertension; echocardiography; prognosis
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Tab 1 Baseline data of AL patients with or without PH

Index Total N=93 Non-PH group N=76 PH group N=17 Statistic P value
Clinical index
Male, 1 (%) 64 (68.82) 52 (68.42) 12 (70.59) £=0.03 0.86
Agelyear, x s 61.1349.40 61.211+8.96 60.7611.48 t=0.18 0.86
HI, n (%) 55(59.14) 40 (52.63) 15 (88.24) =729 0.0l
Blood test index, M (Q,, Q)
Creatinine/(pmol*L ") 78.00 (63.00, 108.00) 76.00 (63.00, 108.00) 87.00 (75.00, 109.00) Z=0.78 0.43

NT-proBNP/(ng-L ")

1 080.20 (203.00, 3 683.00) 853.00 (164.35, 2 735.00) 2 566.90 (1 099.00, 5 001.00) Z=2.78  0.01

¢TNT/(ugeL™") 0.01 (0.01, 0.16) 0.01 (0.01, 0.13) 0.09 (0.01, 0.23) Z=148 0.14
Echocardiographic parameter
LVESD/mm, x+s 30.33+3.67 30.19+3.59 31.00+4.06 t=0.83 041
LVEDD/mm, x+s 46.65+4.90 46.671+4.85 46.57+5.25 t=0.07 094
LVWT/mm, M (Q,, Q) 10.50 (9.25, 12.80) 10.23 (9.20, 12.75) 12.00 (10.20, 13.70) Z=221 0.03
LVEF/%, x s 64.23+5.04 64.611£4.85 62.53+5.69 =155 0.13
E/A, M (O, Ov) 0.80 (0.67, 1.00) 0.78 (0.67, 1.00) 1.00 (0.78, 1.09) Z=1.89 0.06
PE, n (%) 26 (27.96) 16 (21.05) 10 (58.82) 7 =8.05 <0.01
Stroke volume/mL, X+ 65.111£16.21 65.59+16.38 62.96+15.77 t=0.60 0.55
Stroke index/(mLem %), ¥ s 40.6519.94 40.95+10.29 39.33+8.39 t=0.60 0.55
Myocardial mass/g, M (O,, Q) 180.32 (145.10,242.71)  177.66 (141.86, 236.13)  220.13 (170.31, 275.41) Z=151 0.13
LVMI/(g*m ), M (Q,, Oy) 112.62(91.64, 145.16)  110.06 (89.94, 143.37) 124.42 (102.32, 175.02) Z=1.61 0.11
CYLemin 'sm 2, M (0,0,  3.12(2.60,3.71) 3.14 (2.60, 3.86) 3.10 (2.72, 3.31) 7Z=0.57 057
MCF, x+s 0.37+0.11 0.38+0.12 0.324+0.10 t=2.02 _ 0.05

PH: Pulmonary hypertension; AL: Systemic immunoglobulin light-chain amyloidosis; HI: Heart infiltrating; NT-proBNP:
N-terminal pro-brain natriuretic peptide; cTNT: Cardiac troponin T; LVESD: Left ventricular end-systolic dimension; LVEDD: Left
ventricular end-diastolic dimension; LVWT: Left ventricular wall thickness; LVEF: Left ventricular ejection fraction; E/A: Ratio of
early to late mitral valve diastolic velocity; PE: Pericardial effusion; LVMI: Left ventricular mass index; CI: Cardiac index; MCF:

Myocardial contractility index; M (Q,, Oy): Median (lower quartile, upper quartile).
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Fig1 Kaplan-Meier survival curves of AL patients with or without PH

PH: Pulmonary hypertension; AL: Systemic immunoglobulin light-chain amyloidosis.
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