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Clinical assessment, ECG Treadmill Test, Echocardiogram
Y 7 . " . o
) ) ) Figure 1. Schematic illustrating testing in
Treadmill test Cardiac MRI, SAECG, coronary angiogram family members and probands with UCA.
SAECG indicates signal-averaged ECG.
Other abbreviations are as defined in
text.
Y
Echocardiogram Adrenaline / Procainamide Infusion

v

Additional Invasive ICD+Beta Blocker
Testing Based on
Proband Findings
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Exercise
Emotion

Sleep, rest without arousal
Other

Figure 1. Triggers for cardiac events according to 3 genotypes.
Numbers in parentheses indicate number of triggers, not num-
ber of patients.




Arrhythmic Sudden Death in
Childhood: Structurally Normal Heart

v Congenital
v Long QT syndrome
v Short QT syndrome
v CPVT
v Brugada Syndrome
v Early Repolarisation Syndrome
v Idiopathic VF
v WPW




Arrhythmic Sudden Death in
Childhood: Structural 7

v After repair/palliation
v Tetralogy/ Mustard/ other

v Aortic Stenosis

v HCM

v Dilated CM

v Restrictive CM

v LV non-compaction

v Coronary artery anomalies
v Cardiac tumours

v MVP

v ARVC




Arrhythmic Sudden Death in
Childhood: Structurally Normal Heart

v Acquired e R
v Myocarditis Y e
v Kawasaki Disease



Sinus rhythm ECG
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QT c prolongation during therapeutic

hypothermia: are we giving it the attention
it deserves?

Jamal Nasir Khan'2*, Neeraj Prasad?, and James Michael Glancy?
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Short QT Syndrome
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Continuous Holter for clues
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Onset of PMVT/VF Viskin Belhassen

TABLE 1. Polymorphic Ventricular Arrhythmias in the Absence of Organic Heart Disease.
Classification Based on Clinical and Electrocardiographic Characteristics™

Patient Group
(First Series
Reported)

Patient
Characteristics

a) Age
b) Gender
c) Familial Hx

Baseline
ECG

Arrhythmia
Precipitation

Prog CV Dis

100

Stress-
related

i JJ

Mode of Onset Therapy

l. Polymorphic VT
Congenital LQTS (Jervell-
Lange Nielsen* and
Romano-Ward?5:)
Catecholaminergic poly-
morphic VT
(Leenhardt?)
Short-coupled variant of
torsade de pointes
(Leenhardt’)
Il. Ventricular Fibrillation
Idiopathic VF with
normal ECG
(Belhassen?)
Idiopathic VF with RBBB
and ST{ (Brugada'?)

Sleep-death syndrome
(Aponte')

21 = 15 yearst

Female > malet Abnormal TU morphology

a)

b)

¢) Common
a) 8 * 4years
b) M/F = 1.3/1

) Common

a) 35 + 10 years
b) M/F = 1/1

)

Common

c

C

a) 36 + 16 years
b) /F = 1.4/1
a)

) N
46 7 years

b) M/F > 10/1
) Common

c
a) 35 + 10 years
b) M/F = 10/
)

C Rare

Long QT
Normal
Sinus bradycardia
Normal
Normal

RBBB + ST1

RBBB + ST]

Often§

Always

Rarely

Pause-dependent]|
Long CI

B-blockers
Pacemaker
|CD, otherq|

Typical (see text) B-blockers

Not pause-dependent 1CD
Short Cl

Not pause-dependent ICD
Short CI Class 1A

Not pause-dependent ICD
Short CI

Not pause-dependent ICD
Short CI
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JOHANNIS MARIA

LANCISII

A Secretiori Cubiculo,& Archiatri
Pontificii
DE MOTU CORDIS
ET ANEURYSMATIBUS
OPUS POSTUMUM

Excudebat FELIX-CAROLUS MUSCA
SUPERIORUM FACULT AT E.

pa—
\'% Plakophilin

Plakoglobin

Dense plaque

X Desmoglein
—eee» Desmocollin

Basso et al Lancet 2009



Lipsett etal 1994



+01.0

72 bpm



Anomalous Aortic Origin of the
Left Coronary Artery From the
Right Coronary Sinus: Diagnosis
and Surgical Repair of Intramural
Retrovalvular Coronary Artery

Mangesh Jadhav, MD, Andreas Pflaumer, MD,
Phillip S. Naimo, MD, and Igor E. Konstantinov, MD, PhD

Ann Thorac Surg
2015;100:2357-9

Intramural

course
of LCA

LCA

RCA



















Genetic Causes of Inherited Cardiac Disecase
DCM

EYA4

TAZ

SGCD

ABCC9

PSEN1

LMNA  PSEN2 SCRP3
TMPO

DES

RMB20
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The QT and Corrected QT Interval in Recovery After
Exercise in Children

Circ EP 2

Wouter Rudolph Berger. BSc: Robert M. Gow, MBBS. MMedStats;
Suleman Kamberi, BAppSc: Michael Cheung, BSc, MB, ChB, MD:
Katherine Rose Smith, MBiostat, BSc (Hons): Andrew Mark Davis, MB, BS, MD., FHRS

Recovery QTc vs heart rate
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) ) ) Figure 1. Schematic illustrating testing in
Treadmill test Cardiac MRI, SAECG, coronary angiogram family members and probands with UCA.
SAECG indicates signal-averaged ECG.
Other abbreviations are as defined in
text.
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Additional Invasive ICD+Beta Blocker
Testing Based on
Proband Findings







