





Recommendation Table 46 — Recommendations for
the management of patients with short QT syndrome

Recommendations Class® Level®

Diagnosis

It is recommended that SQTS is diagnosed in the
presence of a QTc <360 ms and one or more of
the following: (a) a pathogenic mutation, (b) a
family history of SQTS, (c) survival from a VT/VF

episode in the absence of heart disease.'™"'**

Genetic testing is indicated in patients diagnosed
with SQTS.'*?

SQTS should be considered in the presence of a
QTe =320 ms.'%* :

S0TS should be considered in the presence of a
QTc =320 ms and =360 ms and arrhythmic
syncope.

S0QTS5 may be considered in the presence of a
QTe =320 ms and =360 ms and a family history
of 5D at age <40 years.

Risk stratification, SCD prevention and treatment of VA

ICD implantation is recommended in patients
with a diagnosis of SOTS who: (2) are survivors of
an aborted CA and/or (b) have documented
spontanecus sustained Ty el

ILR. should be considered in young SQT5 patients.

ICD implantation should be considered in SQTS
patients with arrhythmic syncope.

Quinidine may be considered in (2) SQTS patients
who qualify for an ICD but present a
contraindication to the ICD or refuse it, and (b)
asymptomatic SQTS patients and a family history

|soproterencl may be considered in 30QT5
patients with an electrical storm.'""”

PES is not recommended for SCD risk
stratification in SQTS patients.







Effect of hypothermia on action
potential and ECG morphology

200 msec

Yan, G.-X. et al. Circulation 1996;93:372-379
Conclusions Our results provide the first direct evidence in support of the hypothesis that heterogeneous distribution of a transient outward

current—mediated spike-and-dome morphology of the action potential across the ventricular wall underlies the manifestation of the
electrocardiographic J wave. The presence of a prominent action potential notch in epicardium but not endocardi

o o asts as a J (Osborn) wave or elevated J-point in the ECG.
Circulation
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MERCI DE VOTRE ATTENTION!!



