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Phenotypes and Genotypes  in LQT – Syndrom (3 examples) 
                                     LQT 1                       LQT 2                           LQT 3 
Trigger                physical activity           emotional stress         Sleep 
                           diving,swimming          loud noises                  low heart rate 
First Mani-      < 9ys (53%)                -        asymptomatic    (50%)           - 
festation            <  20 ys. (86 %)           -                < 16 ys.                             - 
Sex Difference     in childhood  more in boys    later on more females 
ß-Blocker            symptoms  less   (81%)         symptoms less (59%)     symptoms less (50%) 

                                                                                                           first line:Mexiletin 

Special:                  cardiac events (63%)       Risk increased                         events in 18%, but 
                                                                         during pregnancy                      deadly   in 64 %     
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Long QT-Syndrome:  ECG ,Subgroups, and Clinical Aspects    (Tester 
and Ackerman, Circulation 2011) 
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LQT-Syndrom : Score to Diagnosis 
(Priori , 2015) 

> 4 points : high;  < 1 point: low probability,  
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Short QT-Syndrom or Early Repolarisation 
(J-wave syndrom) 

Def. : SQT + arrhythmia, rare syndrome (Herg gene) 

In athletes mostly normal finding   
Antzelevitch, J Arrhythm, 2016 
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Drug induced or aquired long-QT syndrom 
El-Sherif,N. et al.Electrophys.Abl.(AER)2019,,8:122 

 
  Check for drugs: 

e.g. antihistaminics  
   (e.g. Terfenadin) plus 
   Makrolides -    Antibiotics 

www.qt-syndrome.org. 
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Brugada Syndrom    
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Brugada Syndrome: RBBB saddle or coved form, ST elevation in V1, 
V2,  more pronounced after Ajmalin or Flecainid  (Brugada et al., JACC  2018) 

•              Type 1     Type 2     Type 3 
J point  > 2 mm    >2 mm     > 2mm 
ST           Coved       saddle 
Isoelectr   --         > 1mm       <1mm 
T wave:   neg          pos           pos 
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Risk Stratification in Brugada-Syndrom 
(Priori,2008) 

   
 

    Cardiac arrest: 11%, 
    

    Synkope  in 17 % of 200 pts. 
 EPS ? 

Genetic Examination, 
In pt. and in the family 
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Catecholaminergic Polymorph Ventricular Tachycardia 
(CPVT) (rare) (Coumel,1978) 

• Genetics:  
• autosomal dominant or recessiv, (Gen : RyR2 (Priori, 2001) )  
• Induced by stress or vigorous exercise 
• ECG : normal   (Idiopatic  VF)  
• Arrhythmia : VT (bidirectional or biventricular), V fib possible   

   supraventrikular T.,AFib,  
• Therapy : ß-Blocker or ICD 
• Diagnosis:  Exercise -ECG up to real exhaustion and/or exercising 
    at 120 – 140 bpm  physician in the room is mandatory 
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Inherited Progressive Conduction Disturbances   
(e.g. Lev-Leneggre-Symptome) 

• AV-Block I – III 
• RBBB 
• QRS-wave prolongation with /without PQ-prolongation 

 
Priori et al. Ex.Summary HRS/EHTRA/APHRS expert consensus statement, Europace 
2013, ESC GL 2015 
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Marfan Syndrom: The Revised Ghent Nosology 
B.L Loeys et al.J.Med.Genet.2010:476 
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Conclusion I 
Role of Checklists 

 
• Occult or latent diseases in cardiology are rare, but possible      

 fatal even as first manifestation 
 

• To recognize these inherited diseases,  
•      checklists are helpful for the less 
       experienced physician as well for the cardiologist 
 
• These diseases  occur in children and younger persons 
       during exercise and swimming  ( 36%)  and (DD. accident) 
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Conclusion  II 
Role of Checklists 

If occult diseases are present, they may  
       
-    do harm to the heart, 
-    cause severe arrhythmias 
-    cause sudden cardiac arrest 
 

 Therefore, checklists may support the physician, esp. 
      together with a special software support by ECG device   
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ECG 2017: International Criteria  
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