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Methods 0

Retrospective study

- All patients from the Bohemian region diagnosed with LQTS
Inclusion criteria

- Schwartz score >1.5 points and/or likely pathogenic/pathogenic mutation
Follow up data

- Hospital/outpatient records

- Structured patient phone calls

- National death registry
Endpoints

- Death from any cause

- Major arrhythmic event (MAE)

- SCD, SCA, VF, VT, appropriate ICD shock

Statistical analysis:

- Kaplan-Meier survival analysis (log-rank statistics)

- Cox proportional hazard model, Poisson regression model
- prediction of MAE burden

Individual patient beta-blocker management:

Non-selective  Selective Non-selective Selective
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Patients
Number of patients
Period 1985 - 2021
Males/females 105/119

Age (median)

11.7 (IQR 6.5 - 14.2) years

Follow-up (median)

8.8 (IQR 2.8 — 16.7) years
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Reasons for presentation

Incidental Finding; 37; 17%

Preparticipation
Screening; 30;
13%

Family History; 66; 29%

Sudden cardiac arrest;
26; 12%

Bradycardia; 7; 3%

Palpitations; 5; 2%
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Genotypes n
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100%: -
Evaluated in:
159/224 patients (71%)

75% -
Genotype

No LP/P mutation found
B LQTS1 (KCNQ1)
[ LQTS2(KCNH2)
~ LQTS3 (SCN5A)

Proportion
2
&

25%

e LQTS 2 and 3 more prevalent in those
20% : —
presenting as newborns (p=0.042)
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< 30 days old >30 days old
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Survival probability

Survival Probability — Death from any cause
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Hazard Ratio Estimates - MAE

Gender

Presentation Age)

Early Presentation
(€30 days)

Schwartz Score |

VT/SCA at presentatjon

Asymptomatic
at presentation |

Genotype 3 vs. 1+2

QTc max
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HR (CI 5, 95%) p

1.81(0.40,8.29) p=0.4400

e

0.85(0.76,095)  p=0.0034
14.65 (2.85, 75.27) p =0.0013

1.77(1.23,254)  p=0.0022

22,62 (6.52, 78.55) p < 0.0001
0.11(0.01,0.98) p = 0.0480
34.54 (1.56, 767.07) p = 0.0250

1.12(1.04,1.22)  p=0.0032
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Hazard Ratio Estimates - MAE : D
Non-selective vs. selective B-blockers v

HR (CI 5, 95%) p

I

Gender 1 : ¢ : 0.15(0.03,0.55) p=0.0121
|

Presentation Age - .l . | 0.13(0.02,0.48) p=0.0070
I

Early Presentation . ! o011 (31038 Gt —

_ 02, 0. p<0.

(<30 days) :
|

Schwartz Score - = ¢ ! 0.16 (0.03, 0.57) p < 0.0001
|
I

VT/SCA at presentation | + o 0.15(0.03, 0.53) p = 0.0095
I
H |

Asymptomatic . - 0.17 (0.03,0.61) p=0.0176
at presentation :

Genotype 3 vs. 1+2° : 4 : 0.15(0.03,0.60) p=0.0169
I
I

QTc max : : ¢ : 0.14 (0.03, 0.52) p = 0.0096
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Presentation Age: MAE — Poisson Model
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Conclusions 4P,

- Overall survival probability at 20 years 90%
- LQTS 2 and 3 more prevalent in patients presenting as newborns
- Increased risk of MAE

- Early presentation

- Symptoms at presentation
- High Schwartz score

- Longer QTc

- LQTS type 3

- Non-selective B-blockers more effective than selective B-blockers

regardless of other variables
- Decrease MAE burden
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