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1. LONG QT Syndrome
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Overt QT abnormalities
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P<0.0001

1st 148                     112                        96           76                        45
2nd 150                     104                        80         62                        45
3rd 140                     103                        78         49                        33
4th 142                       92                        45        28                        18

Event free survival according to QTc

Priori et al NEJM 2003



FSMFSM-- Molecular Cardiology Molecular Cardiology FSMFSM-- Molecular Cardiology Molecular Cardiology 

Age (years)
403020100

C
um

ul
at

iv
e 

S
ur

vi
va

l (
%

)

100

90

80

70

60

50

40

30

20

10

0

LQT1:
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Genotype

P=0.007

LQT1 355                    249                   192               146                    100
LQT2 176                    130                   187              57                      34
LQT3 49                      30                     20            9                        7

EventEvent --free survival in LQTS according to genotypefree survival in LQTS according to genotype

Priori et al NEJM 2003
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Cardiac Events on Beta-blockers
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Management of LQTS:
ACC/AHA/ESC guidelines
(endorsed by EHRA and HRS)

Zipes et al. Europace. 2006;8746-837. 
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Zipes et al. Europace. 2006;8746-837. 

CLASS IIa

� B for silent 
carriers

Management of LQTS:
ACC/AHA/ESC guidelines
(endorsed by EHRA and HRS)

ICD for 
� blockers’
failure 
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LQTS- Conclusion

• ICD should be used:
– in secondary prevention
– after failure of beta-blockers
– In higher risk LQT2 and LQT3 pts (while LQT1 have 

a very good response to Betablockers)

• Family history of sudden cardiac death is a 
challenge BUT NO DATA SHOW THAT IT IS 
AN INDEPENDENT RISK FACTOR FOR 
EVENTS.
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Pace maker and Reveal in LQTS

The use of the pacemaker in LQTS  is limited to 
1) increase the tolerability to high dosages of beta-blockers
2) shorten QT in patients with bradycardia-induced long QT

The Reveal is useful to:
1) monitor rhythm in patients with syncopal events of 

unclear etiology with or without betablockers
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2. Brugada Syndrome
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Circulation. 2002;106:2514.

ECG patterns in 
patients 
with Brugada 
Syndrome
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•SCN5A                 20%

•CACNA1c (Cav1.2)   ???

• CACNB2b (Cav� 2b)   ???

• GPD1-L                    <2%
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Survival in BS according to 
clinical presentation

Spontaneously positive ECGSpontaneously positive ECG
and syncopeand syncope

Spontaneously positive ECGSpontaneously positive ECG

Syncope and Syncope and 
negative spont. ECGnegative spont. ECG

Priori et al Circulation 2002Priori et al Circulation 2002
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Programmed electrical stimulation
and risk stratification

• Risk of cardiac events (SCD, syncope, or ICD shock) in 
inducible Brugada patients

Gehi et al. JCE 2006
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Management of Brugada syndrome:
ACC/AHA/ESC guidelines

CLASS IIaCLASS IIa

Zipes et al. Europace. 2006;8746-837. 

Spontaneous 

type I and 

Syncope

Clinical Follow 
up
Reveal?

ICD after VT
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Management of Brugada syndrome:
ACC/AHA/ESC guidelines

(endorsed by EHRA and HRS)

CLASS IIbCLASS IIb

Zipes et al. Europace. 2006;8746-837. 



FSMFSM-- Molecular Cardiology Molecular Cardiology FSMFSM-- Molecular Cardiology Molecular Cardiology 

The Reveal in Brugada Syndrome 

• The use of Reveal has been proposed in 
patients with Brugada Syndrome when there is 
no indication for the ICD:

–To monitor the occurrence of VT /atrial 
fibrillation/ bradyarrhythmias/sinus pauses

No data are available to prove the value of the 
reveal to taraget use of ICD
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3. Catecholaminergic Polymorphic VT

CPVT
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Genes of CPVT

GENE Inheritance % Genotyped

RYR2 Dominant 60%

CASQ2 Recessive 4%

ANK2 Dominant (?) ???????

KCNJ2 Dominant (?) ???????
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Cardiac events on Beta-blockers
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Management of CPVT:
ACC/AHA/ESC guidelines
(endorsed by EHRA and HRS)

CLASS ICLASS I

Zipes et al. Europace. 2006;8746-837. 

Secondary 

Prevention CA
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Management of CPVT:
ACC/AHA/ESC guidelines

(endorsed by EHRA and HRS)

CLASS IIaCLASS IIa

Zipes et al. Europace. 2006;8746-837. 
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Conclusions (1)

•The ICD has become a pivotal therapy for ion 
channel diseases .
•All survivors of cardiac arrest and patients with 
documented sustained VT are established 
candidates of ICD. Even if in LQTS and CPVT 
CA OFF beta-blockers could be first managed 
with BB according to some experts 
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Conclusions (2)

• The use of the ICD in primary prevention of CA 
is more debated:

•In LQTS or CVPT ICD is indicated after failure of BB
•In BrS debate exists on the role of PES versus 
symptoms alone

• Family history of SCD is often regarded as a criteria 
for implanting ( emotional-based medicine not 
evidence based medicine)


