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Presentazione clinica

Paziente maschio, anni 59

Storia familiare di morte cardiaca improvvisa
(madre a 45 anni circa).

2007: pregresso infarto miocardico a coronarie
indenni (MINOCA?). All'epoca acinesia inferiore
con FEVS 50%.

Stabilita clinica negli anni seguenti

Gennaio 2020: sincope alla guida con accesso al PS.

Alla telemetria riscontro di TVNS.

ECG: ritmo sinusale, conduzione AV nei limiti,
frammentazione QRS in aVF e V1, T negative
inferiori.

Ecocardiografia: acinesia inferolaterale, FEVS 47%.

Ripetuta coronarografia: indenne da lesioni
critiche.
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* Eseguito impianto di ICD durante il ricovero.

* Analisi genetica: riscontro di variante non descritta : NI S L L L
in letteratura a carico del gene SCN5A (c.5072T>G) Eoicdies 3 I
con interessamento di un dominio funzionalmente B W““M//M .
importante

* Sulla base del risultato del test genetico eseguito T 4 V [ “f |'v i
test con flecainide risultato negativo. P

* Segnalate associazioni tra varianti del gene SCN5A e T | N N I
insorgenza di cardiomiopatia dilatativa con s ; 5 = E 0 :
fenotipo aritmico.

*  Possibili meccanismi: aritmogenesi mediata da —
alterata conduzione e rientri, alterazioni e danno
del citoscheletro e dei dischi intercalati per
presenza di canali Nav 1.5 alterati.

* A 6 mesidifollow up multipli interventi dell’ICD
(ATP e shock) per tachicardie ventricolari
sostenute.
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CLINICAL RESEARCH
Channelopathies and cardiomyopathies

‘Hot phase’ clinical presentation in
arrhythmogenic cardiomyopathy

Riccardo Bariani ® !, Alberto Cipriani', Stefania Rizzo', Rudy Celeghin’,
Maria Bueno Marinas’, Benedetta Giorgi’, Monica De Gaspari', llaria Rigato',
Loira Leoni', Alessandro Zor'zi', Manuel De Lazzari', Alessandra Rampazzox,
Sabino IIiceto‘, Gaetano Thiene', Domenico Corrado‘, Kalliopi PiIichou‘,
Cristina Basso', Martina Perazzolo Marra', and Barbara Bauce'*

Figure 3 A 12-year-old patient (Patient #7) with chest pain at disease onset. Twelve-lead ECG performed at the time of chest pain episcde (4):
note the mild ST-segment elevation in V1-V3 with T-wave inversion. Endomyocardial biopsy reveals diffuse interstitial oedema and focal inflamma-
tory cell infiltrates (B, haematoxylin-eosin stain), which are positive for activate T-lymphocytes (€, CD3 immunohistochemistry). ECG,

Electroanatomic and Pathologic Right
Ventricular Outflow Tract Abnormalities
in Patients With Brugada Syndrome

Maurizio Pieroni, MD, PuD,** Pasquale Notarstefano, MD,*" Antonio Oliva, MD, PiuD,”* Oscar Campuzano, PuD,>**
Pasquale Santangeli, MD,” Monica Coll, PuD," Martina Nesti, MD,* Andrca Carnevali, MD.? Aurcliano Fraticelli, MD,"
Anna Iglesias, MSc.” Simone Grassi. MD,” Ramon Brugada, MD. PaD,54 %" Leonardo Bolognese. MD®

ABSTRACT

BACKGROUND The prevalence and significance of structural abnormalities in Brugada syndrome (BrS) are still largely
debated.

OBJECTIVES The authors investigated the relationship between genetic background, electroanatomic abnormalities,
and pathologic substrate in BrS.

METHODS They performed 3-dimensional electroanatomic unipolar and bipolar mapping in 30 patients with BrS.
Twenty patients underwent 3-dimensional electroanatomic unipolar and bipolar mapping-guided right ventricular
outflow tract (RVOT) endomyocardial biopsy. Programmed ventricular stimulation and genetic analysis were performed
in all patients.

RESULTS Low-voltage areas (LVAs) were observed at unipolar map in 93% of patients and at bipolar map in 50% of
cases. Unipolar LVAs were always larger than bipolar LVAs, were always colocalized, and in all cases included RVOT.
Disease-causing mutations were detected in 10 (33%) patients. Programmed ventricular stimulation was positive in 16
cases (53%). In 75% of patients, RYOT histology showed pathologic findings with myocardial inflammation in 80% of
them. Among patients with abnormal bipolar map submitted to endomyocardial biopsy, 9 (81%) showed evidence of
myocardial inflammation. Conversely, bipolar map was abnormal in 83% of patients with myocardial inflammation.

Myocardial inflammation was also more prevalent among inducible patients (83% vs. 25% in noninducible; p = 0.032)

CONCLUSIONS BrS is characterized by electroanatomical and structural abnormalities Localized to RVOT with a

gradient of the pathologic substrate from epicardium to endocardium possibly driven by myocardial inflammation. These
findings reclassify BrS as a combination of structural and electrical defects opening the way to new risk stratification and
therapeutic strategies. (J Am Coll Cardiol 2018;72:2747-57) © 2018 by the American College of Cardiology Foundation.
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