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Populacao Pediatrica
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Populacao Pediatrica

\ morte subita Cardja_ca representa 19% das MS em
riancas entre 1 e 13/anos.
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Sindrome do Qt longo

AutossOmica dominante com penetrancia variavel
Adolescéncia
Torsades de pointes

Paciente jovem 1/2500

: Curr Opin Cardiol, Vol23(3).2008.184—191
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,40 /N 0,84
= 0,430 seg
oble 1 Suggested Bazett-Corrected QTc
Values for Diagnosing QT Prolongation
Rating 1-15 yrs Adult Male Adult Femal
ormal =7 44() <2430 <-4 50
orderline d40=-460 430=450 450-4 70
rolonged =460 =450 =470



A. QTc®

>480 ms 3
—460-470ms 2
450-459 (male) ms 1
B. Torsade de pointes® 2
C. T wave alternans 1
D. Notched T wave in three leads 1
E. Low heart rate for age® 0.5
Clinical history
A. Syncope”
With stress 2
Without stress 1
B. Congenital deafness 0.5
Family history®
A. Family members with definite LQTS 1
B. Unexplained sudden cardiac death below
age 30 among immediate family members 0.5

Score: <1 point, low probability of LOTS; > 1 to 3 points, intermediate
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S REPOort About the Di1agnosis, rnenotyping, iviolecular iviecnanisms, and 1herapeutiC Approacin
‘ardiomyopathies of Gene Mutations Affecting Ion Channel Function

Long QT Syndrome (LQTS)* including Sudden Infant Death Syndrome (SIDS)"

sene Locus Syndrome Protein & Function & Occurs Ref.
subunit abnormality InT

S 11p155 LQTS1, SIDS® K71 o he | KVLQT1  30-35% W

CNH2 7935  LQTS2, SIDS® Kv11.1 a Ik | HERG 25-30% »

CN5A 3Ip21 LQTS3, SIDSF Nay1.5 o Ina 1 5-10% ¥

\NK2 4q25 LQTS4, ABS* Ankyrin-B Riaac | Kt 1-2% s
21q221 LQTSS5 minK p hes | 1% e
21221 LQTS6,SIDS®  MIRP1p fr | rare o

.' 17q23 LQTS7, ATS® Kir2.1 o fa | rare ot

Pl 12p13.3 LQTSS, TS *® Cay1.2 oy, foui 1 rare 3

>AV3 3p25  LQTS9, SIDS® Caveolin-3 Faa T rare i

CN4B 1123 LQTS10 Nav1.5 4 Ina 1 rare n

7921 LQTS11" Yotiao Iks | KvLQT1  rare o

11p155 JLNS1' Kv7.1 o Iks | KvLQT1  rare s
21gq221 JLNS2*" minK p s | rare »




OINArorre do Wt 10rngo

nmon Forms of the Long-QT Syndrome.*

ociated gene
|
rhythmiay

ng ECGx:

t of arrhythmia§

with exercise

ng with mexiletine
onse to beta-blockers

LQTL
KCNQ1
Decreased Iy

Genetic Subtype
LQT2
KCNHZ
Decreased Iy,

LQT3
SCN5A
Increased plateat

Emotional or physical stress,
swirnming, diving

Emotional or physical stress, sudden
loud noise

Rest, sleep

Broad T wave

Mo pause
Failure to shorten
Mo

Yes

Low-amplitude T wave with notching
Pause

Normal

Mo

Less than LQTI1 response

Long isoelectric S
Not established
Supranormal
Yes

Uncertain




| QTc: 630 ms |

(b)
Sister

. S.T. 10 years
a T diferentes em QTc: 605 ms

nbros da mesma familia

(c)

Father

V.T. 37 years
QTc: 584 ms




< 0.001

SX1

Male ./
c""

- e
_Female . —

9 0 M

Probability of ACA / LQT —death

0.20 1
0.15 1
0.10 1

0.05 -

0.00

PATIENTS AT RISK

robability of ACA / LQT —death

0.12 -
0.10
0.08
0.06

0.04 -

[13 vezes maior }

P < 0001 |

e

—

_I Female w/Sync

" T == Wale o Symo
S e o .'-“.-'-lI — T T r— T T —r T T T l.:@r
7 8 9 A 10 11 1

ge
P < 0.001

Male Qe > &
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Tratamento

Intervencao anti-adrenérgica (LQT1 e 2)

. Beta-blogueador ( propranolol , nadolol, atenolol)
+ Simpatectomia

Blogueadores de canais de sédio (LQT3)

+ Mexiletine e flecainide
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Sindrome QT curto

AutossOmico dominante com baixo grau de
penetrancia

Predominio do sexo masculino
30% dos paciente podem apresentar FA

Morte subita por Taquicardia Ventricular Polimorfica.

y Journa 12013, Vol. 20, No. 5, pp. 464-471



ae_:nmmen:laﬁons Class® | Level® | Ref.c

DTS5 is diagnosed in the presence of a This
)Tc <340 ms. panel of
. experts
215 should be considered in the

resenceofa QTc <360 msand oneor

ore of the following:

1) A confirmed pathogenic mutation This
o) A family history of 5Q 15 panelof
=) A family history of sudden death at experts

age <40 years
1) Survival fromaVT/VF episode in the
absence of heart disease.




Sindrome QT curto

Pico de incidéncia de PCR no primeiro ano de vida
(4%).

Apresentam 1,3% de risco de MSC entre 20 e 4
anos de idade.



“ Frequency of Culprit Genetlc Mutatlon

Reported
SQTS Subtype Culprit Gene Mutation(s)
5QT1 KCNHZ N558K
ESOD
R1135H
30T KCNQ1 VI0TL
Vi4dimM=
ST HCNJZ UL7ZN

senotype unknown — —
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Sindrome QT curto

TRATAMENTO:

. FARMACOLOGICO X cDl
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Sindrome de Brugada

+ Autossdbmica dominante
+ Mutacao do Gene SCN5A

+ A mutacao neste gene esta presente em 20-30%
dos casos



11 miy

gnostic Criteria for Brugada Syndrome (From 151 Consensus Document) ST-Segment Abnormalities in Leads V1-

Type 1 Type 2 Type 3

2int =2 mm =2 mm =2 mm
ave Megative Fositive or biphasic Fositive



Recommendations. Ref."

Brugada syndromee is diagnosed in

patients with ST-segment elevation with
type 1 morphology =2 mm in one or

more leads among the right precordial

leads V1 and/or V2 positioned in the This
second, third, or fourth intercostal panel of
space, occurring either spontaneously or experts

after provocative drug test with
intravenous administration of sodium

channel blockers (such as ajmaline,
flecainide, procainamide or pilsicainide).




Sindrome de Brugada

Prevaléncia de 0,0098% na populacao pediatrica

Prevalencia de sexo ?

/7% dos doentes a PCR ¢ a primeira manifestacao ¢
doenca.

13% dos pacientes podem apresentar FA ou Flutter
Atrial

fraYal N <4 4 ™



BrS e Sindrome Febrll
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Sindrome de Brugada

Tratamento:
« GDI

« Antiarritmicos:

Potential antiarrhythmic drugs in Brugada syndrome

Drug category Drug (generic) Recommend
Antarrhythmic drugs  Isoproterenol . Class | I
[ﬂDﬂt‘Etlﬂ.]jIIE]E*]?‘-] 13,114+
[]rcjprena]jne] 13 Class lla
8-10,15,116,117+ Class ]

Quinidine
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olimorfica Catecolaminérgic

40% dos casos tem histéria familiar de MS

Sarcplasmic

Principais mutagoes sao nos genes:
+ RyR2 (60%) - autossomica dominante

~ CASQ2 (5%) - autossOmica recessiva

ca”
F. T | &
._- I-“I-_..-.i--—--'-:-l. = ] |
My ofilament e

O teste genético é capaz de identificar os familiares assintomaticos
porém a auséncia de de mutacoes nao exclui o diagnostico.
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olimorfica Catecolaminérgic

+ Episodios sincopais sao deser?cad,egdos pelo
exercicio fisico ou estresse psicologico.

+ O teste ergomeétrico pode induz TVP em 80%




ldade média de apresentacao é

Mortalidade de 30 a 50%

Age 40: 79% of pts with symptoms

119

n=77

n=34 n=20 n=13




Diagnosis of catecholaminergic polymorphic
ventricular tachycardia

Recommendations Class® | Level®? | Ref.c

CPVT is diagnosed in the presence of a

structurally normal heart, normal ECG 14,52,

and exercise- or emotion-induced 457
bidirectional or polymorphic VT.

CPVT is diagnosed in patients who are

carriers of a pathogenic mutation(s) in 14,52

the genes RyRZ or CASQ.Z.




lagen cardiac geathn: cateCcnolaminergic polymorpnic ventricuiar
chycardia

Recommendation
Frimary prevention
Beta-blockers Class [Ia
Implentable cardicverter defibrillator (ICD) Class [Ib
Secondary prevention
ICD {olus beta-blockers) iClass [
Beta-blockers Class [la

Classification

Class I: Conditions for which there is evidence andfor gene-al agreement that a given procedure
or treatment is useful and effective.

Class 11: Conditions for which there is conflictivg evidence andfor a divergence of opinion abouk
the usefulness/efficacy of a procedure or treatment.

ClassIla: Weight of evidencefopiiion is in favor of usefulres:/efficacy
Class IIb: Uselfulness/elficacy less well establishad by evidence/opinicn.

Clace T1T: (T mimdibimiee Ber wwhHiiel Eaere 1= svidemee ance Aor coneral aaresreenl thet e
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