Jak vam pomuze kardiogenetika u ...
...ARYTMICKE SYNKOPY V DETSKEM VEKU?



TLOC
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Nontraumatic TLOC

:

TLOC due to head trauma

:
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Syncope Epileptic seizures
Reflex syncope Generalized:
Orthostatic - Tonic

yPUTeRQIon - Clonic
- Tonic-clonic
- Atonic

: :

Psychogenic Rare causes
Psychogenic Subclavian steal
pseudosyncope (PPS) syndrome

Vertebrobasilar TIA

Subarachnoid
haemorrhage

Cyanotic breath
holding spell

Psychogenic non-epileptic
seizures (PNES)

ESC Guidelines for the diagnosis and management of syncope (version
2018)
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Reflex Syncope

Mixed

Inappropriate reflex

Low BP/ Cardiac

Cerebral Syncope
hypoperfusion
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Orthostatic Hypotension

ESC Guidelines for the diagnosit
and management of syncope
(version 2018)
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Synkopa

e Arytmicka etiologie?
— Perzistentni sinusové bradykardie < 40/min. nebo sinusové pauzy > 3 sec pti bdéni
— AV blok Il (Mobitz) a AV blok Il
— Komorové tachykardie (KT) nebo rychlé paroxysmalni SVT

— Porucha kardiostimulatoru

CAVE:
synkopa pri zatéezi
palpitace
polymorfni komorova ektopie
pozitivni RA nahlé srdecni smrti




Synkopa

Jako prvni priznak vrozeného arytmického syndromu

e Onemocneéni spojena s rizikem vzniku poruch rytmu

- komorova tachykardie/fibrilace komor

MOLEKULARNE-GENETICKE

VYSETRENI




Synkopa

Jako prvni priznak Syndromu dlouhého QT intervalu

Ty e e e e e e B
e Ww\z—»—w\,ﬂ\, W e e e

R | \\/—f\/“"‘, w\ L\\/-*"\/'A \ K/‘,._\,M; \\/~/—‘\/J‘i \\\/*”"\/J] L‘\

e sl Al G (’Aﬁ—‘/\'} s S GG | {
fi f "m’ avL{l {‘) ,'IML ,’/——-"‘

§ ! i i i i |
T Tt el e e et Pl

e . ] |
f Y 1P Ny ér—«—J;r

\)
y o /-4\ %
Ny
— Ce76 30%
Swimming 35%
Exertion/emotion N
1
/L Auditory
triggers
Postpartum
period
N

SCN5A (LQT3)




RHYTHM REPORT
22-Apr-2016  17:01:48

Detske Kardiocentrum, FN Motol
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Synkopa

Jako prvni priznak Syndromu dlouhého QT intervalu

Vysoka davka betablokatoru

+ MEXILETINE!



Synkopa ©

Jako prvni priznak Katecholaminergni polymorfni komorové tachykardie
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Synkopa

Jako prvni priznak Katecholaminergni polymorfni komorové tachykardie

LCSD (Class lla)

ICD implantation (Class Ila)

LCSD (Class lla)

@ESC—

JOURNAL ARTICLE  GUIDELINES
2022 ESC Guidelines for the management of
patients with ventricular arrhythmias and the
prevention of sudden cardiac death: Developed by
the task force for the management of patients with
ventricular arrhythmias and the prevention of
sudden cardiac death of the European Society of
Cardiology (ESC) Endorsed by the Association for
European Paediatric and Congenital Cardiology
(AEPC) &
Katja Zeppenfeld &, Jacob Tfelt-Hansen &, Marta de Riva, Bo Gregers Winkel,
Elijah R Behr, Nico A Blom, Philippe Charron, Domenico Corrado, Nikolaos Dagres,



Synkopa

Jako prvni priznak Brugada syndromu
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VT/VF zejména v klidu/spanku
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Febrilni infekty
Ockovani zivymi vakcinami




Synkopa ¥
Jako prvni priznak Arytmogenni kardiomyopatie
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2019 HRS expert consensus statement on evaluation, risk
stratification, and management of arrhythmogenic cardiomyopathy

Jeffrey A. Towbin, MS, MD » William J. McKenna, MD, DSc = Dominic J. Abrams, MD, MRCP, MBA » __
J. Peter van Tintelen, MD, PhD = Arthur A. M. Wilde, MD, PhD = Wojciech Zareba, MD, PhD » Show all authors

with pacing capabilities is reasonable. _
C-LD In individuals and an LVEF <45%, an ICD is reasonable. “

61627275

Ila In individuals withCphospholambanardiomyopathy and LVEF <45% or "
NSVT, an ICD is reasonable.
13 In individuals witk ACM and two or more of the following: LVEF ”
< 45%, NSVT, male sex, an ICD is reasonable. -
I3 -LD In individuals with lamin A/C ACM and an indication for pacing, an ICD 7410
IIa
IIb

ICD implantation may be reasonable for individuals with ARVC and two



Arytmicka synkopa

Kdy indikovat molekularne-genetické vysetreni?

abnormalni QTc

polymorfni komorova ektopie
snizena funkce/dyskineze komor
rodinna anamnéza nahlého umrti
kongenitalni AV blok ev. SAND ??7?

bez anamnézy systémového onemocnéni matky/borelidzy




