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Komplexni vysetreni - EKG

EKG, EKG ve vySSich svodech (2. mezizebfi), Holter EKG, Pozdni potencialy (SaECG)

Vicekrat opakovat — velmi variabilni i v ¢ase!!!

Namahové vysetieni — (prodlouzeni QTc v ponamahové 3.-6. min), dg. CPVT

Zobrazovaci (TTE, MR, aCT)

ANAMNEZA:

Rodinna
: SCD (incl. utopeni, nevysvétlitelna autonehoda), SIDS, epilepsie, srdecni selhani, implantace PM < 50. rokem Zivota

Osobni anamnéza + fyzikalni vysetreni:
Synkopa — arytmogenni — situace (namaha, emoc¢ni vypéti)
Angiokeratomy (AFD), erytema nodosum (sarkoidosa), xantelesma/xanthoma (FH)

Provokacni testy a elektrofyziologické vysSetreni/terapie:




Palpltace/SMVT
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Lehce omezena LV EF, AVB, NSVT

#xE PNOE TMATA NTTATTTY TRNTFRPRETATION MMAY BE AD

l | 25 mm/sec

10 mmmW

WE Run T eneth @ hest: (143 hnm (15-Feh-2014 10-40-48

w%ww_mm»w/mﬁﬂ

V6 ,
kiinika karpiotocit [l "N



Synkopa/polymorfni komorova
tachykardie, prodlouzeny QTc

LQTS typ 1 LQTS typ 2 LQTS typ 3
Findings Points
>480 ms 3
) =460-479 ms 2
QTc
=450-459 ms (in males) 1
1 >480 ms during 4th minute of recovery from exercise stress test 1
EKG
Torsade de pointes 3 2
T wave alternans 1
Notched T wave in 3 leads 1
Low heart rate for age 4 0.5
5 Wistress 2
Clinical history Syncope
W/o stress 1
Family member(s) w/definite LQTS - 1

Family history

Unexplained sudden cardiac death at age <30 yrs in immediate family S 05 :i'lu{})l}(\)LE(\l)(ll] ll\[{ n II§F

Total score



Velmi variabilni EKG u LQT
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Figure 8 Schematic representation of the effects of genetic and environmental factors in LQTS. (A) LQTS-associated mutation causes prolongation

of the QT interval on the ECG. (B) Environmental factors such as certain drugs (which decrease repolarisation reserve) or hypokalaemia, or genetic
factors (ie, deleterious alleles) act in a conjoint manner with the LQTS-associated mutation to further prolong the QT interval. (C) Protective alleles
counteract the effects of the mutation and reduce the extent of QT prolongation. The presence of deleterious and/or protective alleles may underlie, at

least partially, the variable expressivity in LQTS. LQTS, long QT syndrome.

Wilde AAM, et al. Heart 2022;108:332-338. doi:10.1136/heartjnl-2020-318259
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Zasadni role ergometrie,
ponamahova faze LQT1

min ZOTAVENI LQT 50/25/2
140/68 mmHg ZOTAV 4
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Synkopal/VT pri
fyzickem/emocionalnim vypeti

Zitéiovy test [ Zdznamy EKG (zpoZdény)

153 t/min ZATEZ WHOS0
i 195/97 mmHg STUPEN 7 200 W
12:02 58 ot/m
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CPVT, zasadni role
(opakované) ergometrie pro

diagnostiku




KPR v noci/epilepsie ze spanku?

SCNb5A kanalopatie (LQT, BrS...) ?
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EKG ve vyssich svodech
(ergometrie ve vyssich svodech)
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Spatna prognéza pacientu
< 50 let po implantaci PM pro AVB

Atrioventricular block of unknown origin in the young

e unknown of undiagnosed aetiology?

Need of extensive work-up:
genotyping, advanced cardiac imaging (CMR]._. LMNA/C, SCNSA, (DES)...,

—

Pacing-induced cardiomyopathy

n the setting of pacing therapy

How to diagnose? How to treat?
How to present?

Dideriksen et al. 2021, Martins et al. 2021 - editorial
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AVB a/nebo WPW, (Mirna)
hypertrofie IVS

Technician:
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Confirmed By: ANDREA STEFANOVA
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CLASSICAL FEATURES SURVIVAL FREE OF EVENTS EVENTS AT END OF FOLLOW-UP (%)
’ Pre-excitation in Electrocardiography
1 B o10] vy
® Pre-excitation u \
£ R} Pacemaker 36
™ No pre-excitation B 0384
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E 3 Atrial Fibrillation 29
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SCD/KPR/casna afib
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Dingnosis of Short QT Syndrome LA A R L

Confirmed By: DJTA KYASNIC

Recommendations Class* | Level” | Ref.*
QTS is diagnosed in the presence of a This
QTc =340 ms. panel of
experts r\.v
S0QTS should be considered in the t&‘

presence of a QTc <360 ms and one or

more of the following: Vet
(a) A confirmed pathogenic mutation This

(b) A family history of SQTS lla panel of

ic) A family history of sudden death at Experts v
age <40 years

(d) Survival from a VT/VF episode in the

absence of heart disease. A_'v AAK [AjM JNMAAM




Zvazit geneticke vysetreni i dle
RA pro prevenci SCD

Atrial fibrillation

Impact of genetic testing for the index case

Disease Diagnostic Prognostic Therapeutic

Atrial fibrillation - + _

Sinus node dis ' ' ,
arytmii, srdecniho selhani, moznost stimulace

Impact of genetic te

Disease Diagnostic Prognostic Therapeutic

Sinus node disease -

Early repol

Impact of genetic te

Disease

Prognostic Therapeutic LNI MEDICINY &
'LOGIE n HI&/F

Early repolarization syndrome -
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CENTRA UVOD > KARDIOCENTRUM > KLINIKA KARDIOLOGIE

° Dostavba pavilont G1, G2

° Klinika kardiologie
Kardiocentrum

» Klinika kardiologie

prof. MUDr. Josef Kautzner, CSc. FESC Pavla Schuschu

O nas +
Prednosta kardiocentra, Prednosta Kliniky kardiologie Asistentka prednosty kliniky

Pro pacienty +

G o Tel.: 23 605 5006 Tel.: 23 605 5006

Pro lékare + e 3 ) :
E-mail: josef.kautzner@ikem.cz E-mail: pavla.schuschu@ikem.cz

Vzdélavani £
» Zobrazit profil

Véda a yyzk +

Centrum komplexni lécby
komorovych arytmii

Centrum vysoce specializované +
pecelopaaerlty’sdedlcnym e Klinika kardiologie IKEM poskytuje nejkomplexnéjsi péci o pacienty se srdecnimi a cévnimi chorobami v Ceské republice. Na tomto
kardiovaskularnim onemocnénim

pracovisti se lé¢i onemocnéni jako ischemicka choroba srdecni (infarkt myokardu nebo angina pectoris), arytmie (poruchy srdeéniho
- rytmu jako jsou bradykardie nebo tachykardie, fibrilace sini), srde¢ni selhani, kardiomyopatie, chlopenni vady, vrozené srdeéni vady,

infekéni endokarditida, nadory srdce, plicni embolie, disekce aorty, synkopy, plicni arterialni hypertenze a dal3i.
© Transplantcentrum

Nasi lékari-specialisté maji pristup k nejmodernéjsim diagnostickym i léCebnym metodam. Tato skutecnost a jejich zkuSenosti zajistuji

KLINIKA KARDIOLOGIE n HI(\)F

© centrum diabetologie pacientim nejlepsi dostupnou péci.
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Nahla smrt
== Prevence

Pro odbo

Zjistéte proc vySetrovat
potifebné dokumenty.

Informace ke stazd

A 18

Uvod Novinky Nahla smrt Preventivni vySetreni 0O nas Pro odborniky O onemocnéni Kontakt

Vzacna

dédicna
kardiovaskularni
onemocneéni

Kdy a Jak na né myslet

ZAKLADNI TYPY DEDICNYCH KARDIOVASKULARNICH ONEMOCNENI:

B Onemocnéni srdec¢niho svalu (kardiomyopatie)

B Elektrické onemocnéni srdecniho svalu (arytmické syndromy)

m Deédicna onemocnéni velkych cév s rizikem jejich prasknuti
(aneurysma a disekce) a chlopenni vady

m Dédi¢na hyperlipoproteinemie s rizikem predcasné aterosklerézy

MATE PODEZRENI NA MOZNOST VYSKYTU DEDICNEHO
KARDIOVASKULARNIHO ONEMOCNENI V RODINE?

B Zemfel 21 ¢len rodiny ve véku pod 40 let, ackoliv byl do té doby zdrav?

B Potfebovali = 2 élenové rodiny implantaci kardiostimulatoru/defibrilatoru
pred 50. rokem Zivota?

B Lécil, nebo Ié&i se = 2 Elenové rodiny se srdeénim selhanim a/nebo
poruchami srde¢niho rytmu?

B Vyskytuji se v rodiné = 2 pfibuzni, ktefi maji pred¢asnou aterosklerézu
velkych tepen ?

B Potfebovali = 2 élenové rodiny operaci chlopné a/nebo hlavni tepny (aorty)?

Moznost konzultace pripadu:
rare.heart@ikem.cz nebo scd@ikem.cz
Centrum dédicnych kardiovaskularnich onemocnéni IKEM
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Sit’' regionalnich MDT v CR

MDT UK
Praha www.nahleumrti.cz
Coske MDT
Budé&jovice FN HK
Centralni
geneticka

MDT EN MDT MU

Olomouc data béze Brno

MDT FN MDT FN
Plzen Ostrava
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Dekuji za pozornost!
alice.krebsova@ikem.cz
scd@ikem.cz g I
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