Brugada syndrom a nebo jen
EKG obraz Brugada syndromu
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Brugada syndrom

Syndrom charakterizovan elevacemi ST segmentu 22mm
(typ 1) v pravostrannych prekordialnich svodech (V1-V3) a
zvysenym rizikem nahle srdecni smrti

— EKG obraz muze byt pfitomen v 2., 3., 4. mezizebfi

— Spontanni ¢i po provokaci blokatory sodikovych kanalu

— Neni zpusoben ischémii, iontovou dysbalanci Ci strukturalnim
srdeCnim onemocnenim

Incidence: 5-66/10 000
Vliv pohlavi 8:1 (muzi:zeny), AD dedi¢nost

Manifestace okolo 40 veku zivota, prihody obvykle v klidu Ci
spanku, spoustéci faktor: horeCka, alkohol, tézké jidlo

Organicky nalez na srdci je normalni
— prodlouzeneé HV vedeni, zvysena incidence sinovych arytmii
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EKG obraz:

type 1 type 2 type 3
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TABLE 1. ST-Segment Abnormalities in Leads V, to V;
Type 1 Type 2 Type 3
J wave amplitude =2 mm =2 mm =2 mm
T wave negative positive or biphasic positive
ST-T configuration coved type saddleback saddleback

ST segment (terminal portion)  gradually descending elevated =1 mm elevated <1 mm
1 mm=0.1 mV. The terminal portion of the ST segment refers to the latter half of the ST segment.
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The differential diagnosis of right
precordial ST-segment elevation

. Atypical right bundle-branch block

. Left ventricular hypertrophy

. Early repolarization

. Acute pericarditis

. Acute myocardial ischemia or infarction

. Prinzmetal angina

. Pulmonary embolism

. Dissecting aortic aneurysm

. Mediastinal tumor or hemopericardium compressing the right ventricular outflow tract
. Arrhythmogenic right ventricular dysplasia and/or cardiomyopathy

. Various abnormalities of the central and autonomic nervous systems
. Overdose of a heterocyclic antidepressant

. Cocaine intoxication

. Duchenne muscular dystrophy

. Friedreich ataxia

. Thiamine deficiency Hypercalcemia

. Hyperkalemia

. Hypothermia

. Pectus excavatum

. Effects of athletic training
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Figure 1. Prevalence of Brugada syndrome ECG is shown on the world map. Overall, type 1 and 2 Brugada ECG is more frequently

observed in Asia than in Europe or the United States.
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Kazuistika 1
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63-leta pacientka s HT, normalni echo nalez
Negativni rodinna anamnéza z hlediska NSS

Symptomatické paroxysmy FIS verifikované na
-Holterovské monitoraci

Pro akceleraci obtizi navysena davka
oropafenonu na 900mg/den

Odeslana pro bolesti na hrudi a prekolapsovy
stav
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25mm/s  10mm/mV  150Hz 8.0.1 12SL 241 HD CID: 64

AKS vylouCen, CT angiografie s normalnim nalezem
Pacientka ma EKG obraz Brugada syndromu - dalSi postup?
1. Je indikovana implantace ICD

2. Je indikovana programovana stimulaci komor a v pripadé pozitivniho vysledku
implantace ICD

3. Implantace ICD neni indikovana, vysadit propafenon



Leky indukovany EKG BrS ma
nizke riziko....
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Percentage of event rates (ventricular fibrillation or an appropriate implantable
cardioverter-defibrillator discharge) during follow-up (app. 3 years).
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Jaky je vyznam PSK u
Brugada syndromu?

« 308pts s spontannim Ci leky

navozenym obrazem BrS podstoupilo

programovanou stimulaci komor

* Follow up 34 mésicu
* 4.5% arytmickych prihod
* Prediktory arytmii:

— Synkopa + spontanni typ | EKG HR 4.2

— RP komorové stim. <200ms
— Fragmentace QRS

ICD implantation may be considered in
patients with a diagnosis of Brugada
syndrome who develop VF during PVS b
with two or three extrastimuli at two
sites.
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EKG po vysazeni propafenonu
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Follow up

* Provedena katetrizaCni ablace FIS s
efektem

» 2 rocni follow up bez synkopy Ci
dokumentovanych komorovych arytmii
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Kazuistika 2
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Anamneza

32-lety pacient (Cifan) Zijici v CR
Stp. KPCR pro FIK, stp. implantaci SICD
Normalni ECHO + SKG

Hospitalizovan pro opakovanée vyboje ICD
indikovaneé pro polymorfni KT
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EKG v dobe epizod pKT
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Jaka je Vase diagné6za?
1. Typicky obraz Brugada syndromu
2. Nejedna se typicky EKG obraz typ 1 Brugada syndromu

INSTITUT KLINICKE A EXPERIMENTALNI MEDICINY +
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Jedna se o typ 1 BrS?

V2

V3
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typel  EKG pacienta
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* Genetické vysetreni
— NGS v rozsahu 228genu, bez prukazu pfi¢inné
varianty DNA
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EKG v IKEM
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Epikardialni
RF ablace

Oblast pomalého vedeni v epikardu RVOT
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Follow up

» Od ablace 9mesicu bez recidivy KT
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Brugada syndrom
zkusenosti IKEM

« Metoda: vyhledani klicového slova ,Brugada” ve
zlatokopu (NIS IKEM), obdobi 01/2000-02/2017

* Nalezeno 20 pacientu:
— 10pts s EKG obrazem BS asymptomatickych
» konzervativni feSeni — nikdo nezemfrel (k 04.2017)

— 6pts s implantaci ICD ze sekundarni prevence
« U 2 byla indikovana RF ablace

— 4pts s implantaci ICD z primarni prevence
* Pozit PSK 2x, Aimalin 2x (+ RA/synkopa)

« U zadného nebyla intervence ICD
KLINIKA KARDIOLOGIE n "&E




Zavery
* Diagnostika BrS je obtizna :

— intermitentni STE na EKG, absence reakce na aimalin,
nutnost pouziti 2.-3. mezizebri

— dif dg ARVC, fok. spousténa FIK z RVOT
* Rizikova stratifikace BrS je problematicka

— Indikace k implantaci ICD u pacienta po obehove zastave

— Prim profylakticka indikace u nemocnych se synkopou +
spontanni obraz typu 17

* Progndza u asymptomatickych pacientu, léky
indukovanym EKG obrazem je dobra
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Dekuji za pozornost...
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Diskuze

INSTITUT KLINICKE A EXPERIMENTALNI MEDICINY 4
KLINIKA KARDIOLOGIE n II&F



3. Brugada Syndrome (BrS) Expert Consensus Recommendations on Brugada Syndrome Diagnosis

1. BrS is diognosed in patients with ST-segment elevation with type 1 morphology =2 mm in >1 lead among the right precordial leads V.,
—) V2, positioned in the 2nd, 3rd or 4th intercostal space occurring either spontaneously or after provecative drug test with intravenous
administration of Class I antiarhythmic drugs.
2. BrS is diagnosed in patients with type 2 or type 3 S5T-segment elevation in =1 lead among the right precordial leads V4, V2
——) positioned in the 2nd, 3rd or 4th intercostal space when a provocative drug test with intravenous administration of Class I
antiarrhythmic drugs induces a type I ECG morphology.
—

Expert Consensus Recommendations on Brugada Syndrome Therapeutic Interventions

Class I 1. The following lifestyle changes are recommended in all patients with diagnosis of BrS:
a) Avoidance of drugs that may induce or aggravate 5T-segment elevation in right precordial leads (for example, visit
Brugadadrugs.org),

b) Avoidance of excessive alcohol intake.
c) Immediate treatment of fever with antipyretic drugs.

2. ICD implantation is recommended in patients with a diagnosis of BrS who:
a) Are survivors of a cardiac arrest and/or
b) Have documented spontaneous sustained VT with or without syncope.

Class I1a 3. ICD implantation can be useful in patients with a spontaneous diagnostic type I ECG who have a history of syncope
judged to be likely caused by ventricular arrhythmias.
; 4. Quinidine can be useful in patients with a diagnosis of BrS and history of arrhythmic storms defined as more than two
episodes of VT/VF in 24 hours.
5. Quinidine can be useful in patients with a diagnosis of BrS:
a) Who qualify for an ICD but present a contraindication to the ICD or refuse it and/or
b) Have a history of documented supraventricular arrhythmias that require treatment.
6. Isoproterenol infusion can be useful in suppressing arrhythmic storms in BrS patients.

Class I1h 7. ICD implantation may be considered in patients with a diagnosis of BrS who develop VF during programmed electrical
stimulation (inducible patients).
8. Quinidine may be considered in asymptomatic patients with a diagnosis of BrS with a spontaneous type I ECG.
9. Catheter ablation may be considered in patients with a diagnosis of BrS and history of arrhythmic storms or repeated
appropriate ICD shocks.

)  (Class 111 10. ICD implantation is not indicated in asymptomatic BrS patients with a drug-induced type I ECG and on the basis
of a family history of SCD alone. r E
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