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VT

v’ XopAynon mpokaivapuidng 0.3 mg/kgr
mm) OQTTOTUXLQ

v EnavaAndn tnec d6onc os 10 Asmta
mm) QIOTUXLO

v  AlpoSduva ki ermBapuvon
mm) DC shock
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[TAPOY2IA2H MEPIZTATIKOY

v' Metd TtV ammokataotaon tou SR xoprAynon
aplwdapovne 5 mg/kgr

v AlaKOULON O€ TaLSLATPLKO VOOOKOUELOD

v @etkry CTNI tnv mpwtn NUEPA (LETA OPVNTLKEG
TLUEG)

v Nonsustained VT



MRI kopdrac

I7ic T2 inversion recovery akohouBieg avayvwpICera avopoIoyEVEID TOU

ZYMMNEPAZMA:

@UBGIOAOVIKES OF ASITOUPYIKEC TIOPAHETRU! AUPOTEPLY TWV KOIAIIV, AVOLOIQYEVEID
oTNV GEIKGVION TOU HUOKAPDIaKOU TOIXWHATOS T GPIGTEPGE KOAiag we el
rapougiag ahhoioswy ofeiag pAeyoviwBoug avidpaong (aAhoitoeig ou Ba
UTTOPOYUCaY Va OXETILovTAl HE VITOKEIHEVN oftia puokapdinda). Evramifovial kard
KOPIO Aby0 OTO TTAGYIO KQi KATWTEPD TOIXWHA.

HUpU A SRR WARWY TR R WY T R O W s W W DA R I AR B 3 B P e
TolYWHA TNG KOINOTNTOG, OF EKTROT LIKPATEPN QTTO QUTH) TV TIERPIOXWY OIDAHATOS
NAEov oTaBepn Kot ekTeTapEVn eivar Trepoyr) evdo ko emkapdiakn, ot Ekraon 17
¥IA., N oTTeia BRiokETal OTN BECT TG MECOTNTOG KaI KATWTEPOU TOIXWHATOE TNG
Kothiag (radpa 10).
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* Brugada syndrome

* Muokapditda

* [MpoappuBuLkn dpaon



RBBB & BS

ical electrocardiographic characteristics of Bru-

& inchude an 1{'Ef|tLlEltud J w appearing prin-
; and taking the
ved by & negativ
nd a8 rapid polymor-
arzini P, Brugada
ular ﬁl:lnllatlc-n ina patient with

Figure 2. o |
icardium 1E|:|| of the utflow tract
IT' of a r.:natlurrt with Emga-:l mdromea. Prominent
dial MAP, but not in endo-
dent with appearance of the sccentueated J
mant alevation in the ECG (V1).

Antzelevitch Circ Res 2002;1114-1118



Autwoapovn Kot BS

e Auwwdapovn avaotoAeac StaUAwyv Loviwy K*
e YNV oéela paon avaotoleac dStaUAwyv Lovtwyv Nat

Sheldon RS et al. Amiodarone: biochemical evidence for
binding to a receptor for class | drugs associated with
the rat cardiac sodium channel. Circ Res. 1989;65:477—
482. 2.

Lalevee N et al. Effects of amiodarone and dronedarone
on voltage-dependent sodium current in human

cardiomyocytes. J Cardiovasc Electrophysiol.
2003;14:885—-890. *
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Paul et al. Circulation 2006;91:1114-1118



Case Report
Torsade de Pointes and Persistent QTc Prolongation after
Intravenous Amiodarone

Anna P. Kotsia,' Georgios Dimitriadis,? Giannis G. Baltogiannis,' and Theofilos M. Kolettis'
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Figure 1: Baseline QTc. QTc interval was normal prior to amiodarone administration (day 0); after 1.65g intravenous amiodarone, QTc

increased progressively.
Episodes of torsade de pointes

(*:2.54meq/L
QTc = 623ms ""I/V\

y Day 9 Day 14
K 1 meq/L Kt :4.14meq/L K* :4.24meq/L K* :4.71 meq/L
Figure 3: Time course of QTc prolongation. QTc prolongation persisted for 14 days after cessation of intravenous amiodarone. Note the
(marginally) low serum K* on the 4th hospital day.

Kotsia et al. Case Rep Med 2012;2012:673019
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* EmavaAnyn MRI

* AvTtlappuOpuka

* ICD



Drug-Induced Brugada Syndrome in Children @.:mm

Clinical Features, Device-Based Management,
and Long-Term Follow-Up

Giulio Conte, MD,* Wendy Dewals, MD,{ Juan Sieira, MD,* Carlo de Asmundis, MD,*
Giuseppe Ciconte, MD),” Gian-Battista Chierchia, MD),* Giacomo D1 Giovanni, MD,*

Giannis Baltogiannis, MD,” Yukio Saitoh, MD,” Moises Levinstein, MD,* Mark La Meir, MD,!
Francis Wellens, MD,! Gudrun Pappaert, RN,” Pedro Brugada, MD*

Brussels, Belgium

Clinical Characteristics and ECG Parameters of Group |

e 1 (=12 Years of Age) and Group Il (=12 Years of Age)

Group | Group 1
{m = 40} (m = 4865} p Value

Clinical characteristics Table 3 Long-Term Follow-Up of Children With

Male 24 (60) 271 (58) 087 Brugada Syndrome
Family history of SCD 24 (60) 28 (47) 013
Clinical presentation

Asymptomatic 30 (75) 236 (51) 0.003

5CD i}
Synicope 2 (B%)
Documented life-thre atening arry thmias 1 (2%)*
Syncops 8 (20) 123 (26) Newly diagnosed AF 1(2%
Aborted SCD 2{5) 16 (3.4) 061 Appropriate G0 inte rventions 189"
History of atrial arrhythmias 3(1.5) 33am . Inappropriate 1CD interven tions 4 {33%)
Docurnented SHD 3{1.5) T {1.5) .04 Device-related complications 4 (33%)
ECG baseline parameters Pulmonary vein isolation 1 (B%)
PR interval, ms 140 = 28 173+ 32 Values 2% 0 of n (%) *Same patent
ORS duration, ms g3 L 15 a8 + 20 J ICD = implantblecardioverier deflbrillabor; other abbreviafons 2 in Table 1.
OTe interval, ms 404 = 37 408 = 26

Maximal 5T-segment 052 + 025 0.58 + 018
elevation, mm

Brugada type Il ECG 3(75) 63 (13.5)
Incomplete REBE 1(25) 23 (5)

- 128 62 (13) : Conte et al. 2014;63:2272-9
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Episode of Sustained Polymorphic VT During Ajmaline Challenge in a 7-Year-Old Boy Presenting With Syncope and Signs of SND

(A) Holter monitoring showing sinus pause. (B) Baseline electrocardiogram (ECG). (C) ECG during aimaline challenge (dose of 0.7 mg/kg). (D) Appearance of Brugada type 1
ECG at an amaline dose of 1 mg/kg. (E) ECG 1 min after amaline challenge. T-wave altemans can be seenin Vy and Vs leads (amows). (F) Episode of polymorphic ventricular
tachycardia (VT) 2 min after amaline challenge. SND = sinus node dysfunction.




Implantable Cardioverter-Defibrillator

CrogsMark

Therapy in Brugada Syndrome Q

A 20-Year Single-Center Experience

Giulio Conte, MD,* Juan Sieira, MD,* Giuseppe Ciconte, MD,* Carlo de Asmundis, MD,* Gian-Battista Chierchia, MD,*
Giannis Baltogiannis, MD,* Giacomo Di Giovanni, MD,* Mark La Meir, MD,{ Francis Wellens, MD,{ Jens Czapla, MD,|
Kristel Wauters, MD,* Moises Levinstein, MD,* Yulkio Saitoh, MD,* Ghazala Irfan, MD,* Justo Julia, MD,*

Gudrun Pappaert, RN,* Pedro Brugada, MD*

TABLE 1 Baseline Clinical and Procedural Characteristics of the Study Population
According to Year of Implantation

Owverall Group | Group 11

{n =176) (n =82) {n=94) p Value
Age, yrs 433 1+ 16.8 4254153 44.0 4+ 18.2 0.46
Male 118 (67.0) 62 (75.6) 56 (59.6) 0.02
Spontaneous type 1 ECG pattern 37 (1.0) 28 (34.7) 9 (9.6) <0.01
Aborted 5CD 25 (14.2) 15 (18.3) 10 (10.6) 015
Syncope 105 (59.7) 39 (47.8) 66 (70.2) <0.01
Asymptomatic 46 (26.1) 28 (34.7) 18 (19.1) 0.01
Family history of SCD 90 (51.1) 47 (57.3) 43 (45.7) 013
Previous atrial arrhythmias 24 13.6) 14 (17.1) 10 (10.68) 022
Previous SND 9 (5.1) 6 (7.3) 3(32) 0.31
Inducible on EPS* 72 (43.6) 58 (75.3) 14 (15.9) <0.01
SCNSA mutation® 23 (21.9) 13 (21.7) 10 (22.2) 0.95
Abdominal implantation 19 (10.8) 6 (7.3) 13 (13.8) 019
Epicardial lead placement 8 (45) EXEN)] 5(53) 073

Values are mean + 50 or n (%), Group |included patients who underwent ICD placement before 2005, and group
Il included patients who underwent ICD placement during or after 2005. *Percents refer to patients whao

underwent EPS and genetic testing.
EC: = electrocardiographic; EPS = electrophysiologic study; ICD = implantable cardioverter-defibrillator; Conte Et al- JACC 2015;65:879'88

SC0 = sudden cardiac death; SMD = sinus node dysfunction.




TABLE 2 Clinical Characteristics and Outcomes of Patiemts According to ICD Indication

Overall Aborted SCD Syncope  Asymptomatic
(n =176) (n= 25) {n = 105) (n = 46) p Value

Clinical features

Age, yrs 433+ 16.8 3951+156 432+172 453 +76.6 0.41
Male 118 (67.0) 16 (64.0) 66 (62.9) 36 (78.3) 0.7
Proband 92 (52.3) 16 (64.0) 57 (54.3) 19 (41.3) 0.15
Spontaneous type 1ECG 37 (21.0) 7(28.0) 19 (18.1) 11(23.9) 0.47
pattern
Family history of SCD 90 (51.1) 10 (40.0) 53 (50.5) 27 (58.7) 032
Previous atrial 24 (13.6) 3 (12.0) 14 (13.3) 7(15.2) 0.92
arrhythmias
Previous SMD 9 (5.1) 1(4.0) 5 (4.8) 3(6.5) 0.87
Inducible on EPS* 72 (43.6) 5(26.3) 39 (37.9) 28 (65.1) < 0.01
SCN5A mutations® 23 (.9} 6 (26.1) 9 (15.8) 8 (32) 023
Outcomes
Appropriate shocks 28 (15.9) 11 (44.0) 11 (10.5) 6 (13.0) <0.01
Time to first 207 4+£259 X6 +325 199 1185 15.7 £ 283 0.85
therapy, months
Shock rate per year 046 £1.05 023 028 08 156 0.6 £ 0.1 0.38
Inappropriate shocks 33 (18.8) 8 (32.0) 18 (17.1) 7015.2) 0.54
Time to first 499+ 462 5394+ 476 548 4504 342 4 368 0.66
therapy (months)
Shock rate per year 047+ 126 019+ 019 064 +159 017+ 0.05 0.7
Deaths 8 (4.5) 3 (12.0) 5 (4.8) 0 (0) 0.0

Values are mean + 5D or n (35). *Percants refer to patients who underwent EPS and genetic testing.
Abbreviations as in Table 1.




CENTRAL ILLUSTRATION ICD Therapy in Brugada Syndrome

'I.U—Ll..l__
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Years of Follow-up
Number at Risk
Asymptomatic 46 32 26 17 10 3 1
Syncope 105 77 46 27 16 6 3
Aborted 5D 25 13 8 5 3 2 2 1

Conte, G. et al. J Am Coll Cardiol. 2015; 65(9):879-88,

Kaplan-Meier curve analyzing freedom from appropriate shocks according to
implantable cardioverter-defibrillator (1CD) indication. 50 = sudden cardiac death.




TABLE 3 Univariate Cox Regression Analysis Among Patiemts Experiencing

Appropriate Shocks

Age
Male
Proband
Spontaneous type 1 ECG pattern
Symptoms

Syncope

Aborted 5CD
Family history of SCD
Previous AF
Previous 5ND
EPS inducibility
SCN5A mutation

Implantation during or after 2005

f Coefficient

The HR for age considers every year inarease.

HR (95% CI)

0.98 (0.96-1.0)
2.95 (1.02-8.53)
0.71 (0.33-1.53)
250 (1.16-5.39)
2.63 (1.40-4.92)
0.93 (032-2.67)
453(1.57-13.0)
0.66 (0.31-1.42)
0.73 (0.22-2.44)
1.77 (0.42-7.50)
2.44 (1.18-6.02)
1.33 (0.24-7.45)
0.31 (0.12-0.77)

p Value

AF = atrial Abwillation; O = confidence interval; HR = hazard matio; other sbbreviations as in

Table 1.




FIGURE 1 Baseline Electrocardiograms of Patients With Electrical Storm

Pt1 PE2 ) ,.

TABLE 4 Clinical Characteristics of Patients Experiencing Electrical Storm

Family Spontaneous
History of Type 1 ECG

Patient # Sex Age (yrs) Proband SCD Pattern ICD Indication f-QRS
1 Male 34 No Yes Yes Aborted SCD No
pt| 2 Male 24 Mo Yes Yes Aborted 5CD Mo
: 3 Male 53 Yes Mo Mo Aborted 5CD  Yes
4 Female 41 No No No Aborted SCD No

f-0RS = fragmentation of QRS complex; other abbreviations as in Table 1.

Fragmentation of the terminal portion of the QRS complex can be appreciated in all leads of the baseline electrocardiogram of Patient #3. *Electrocardiogram after
ajmaline challenge. Pt — patient.
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* Metamntwon tou HKI amo tumov | o€

* Aev gival yvwoToC akpLBwC o eEMTOAQCUOC
TOU ouvdpouoU

e Qappaka (brugadadrugs.org)
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