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Historia clinica

m Home de 62 anys.
m Sense habits toxics.

m HTA, DLP | DM tipus 2.



Historia cardiologica

m Miocardiopatia hipertrofica diagnosticada el 2000.
Sincope fa 12 anys. Endocarditis mitral per S. bovis el 2009.

Assimptomatic, no dispnea ni angina.

m Ecocardiograma-Doppler:
VE 47/24mm, TIV 22mm, PP 22mm.
FEVE 78%. IM Il. No gradient dinamic basal.

m Tractament: Bisoprolol 10 mg/dia, AAS, pravastatina, metformina.



Malaltia actual

m Sincopes de repeticid en els ultims 2 mesos:
- Sempre en esforg, inclius més d'un al dia.

- Prodroms (inestabilitat cefalica).
- No palpitacions.
- Dolor toracic opressiu al recuperar la consciencia.



Exploracio fisica

Bon aspecte general.

PA 130/70 mmHg. Bipedestacio 120/70 mmHg.
Tons cardiacs ritmics a 100x’, buf sistolic aortic 2/6.
No signes d’'insuficiencia cardiaca.

MSC bilateral negatiu.

Resta dins de la normalitat.






Radiografia de torax




Risk stratification

Vi
I n g reS’) Short-term high-risk criteria which require prompt hospitalization or
intensive evaluation

eart failure, low LVEF or previous

Clinical or ECG features suggesting arrhythmic syncope
supine

= Palpitations at the time of syncope
= Family history of SCD
* Norrsustained VT

» Bifascicular-block (LBBB or RBBB combined with left anterior or left posterior fascicular
block] or other intraventricular conduction abnormalities with ORS duration > 120 ms

» Inadequate sinus bradycardia (< 50 bpm| or sinc-atrial block in absence of negative
chronotropic medications or physical training

= Pre-excited ORS complex
= Prolonged or short AT interval
= RBBB pattern with ST-elevation in leads VI-V3 [Brugada pattern)|

= Negative T waves in right precordial leads, epsilon waves and ventricular late potentials
suggestive of ARVC

= Family history of sudden death
Important co-morbidities

= Severe anaemia
* Electrolyte disturbance

Guia de practica clinica para el diagnostico y manejo
del sincope (version 2009)



Monitoritzacio
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Ecocardiograma-Doppler

03/02/2010 11:33:49
FPS: 64.8

03/0272010 11:28:00
4FPS:70.8

388 HF

VE 40/24. SIV 31mm, PP 18mm. FEVE 65%.
AE 48mm.

SAM de cordes, IM moderada (++).



Ecocardiograma-Doppler

03/02/2010 11:44:36

p 21.61 mmHgMHz
Potfencia: 0.0 dB

FPS: 23.3/23.3

Escala: 4.00 kHz

Gradient basal 17mmHg
gue augmenta a 27mmHg
amb Valsalva.



Causa de la sincope?

Sincope reflejo
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6.3. Prevention of SCD

6.3.1. SCD Risk Stratification—Recommendations
Class I

I. All patients with HCM should undergo comp-
rehensive SCD risk stratification at initial
evaluation to determine the presence of the
following:50.53.55.127.128.386 392 (] eye] of Evidence: B)
a. A personal history for ventricular fibrillation, sus-

tained VT, or SCD events, including appropriate ICD
therapy for ventricular tachyarrhythmias.¥
b. A family history for SCD events, including appropri-
ate ICD therapy for ventricular tachyarrhythmias.t
¢. \Unexplained syncope.
d.| Documented NSVT defined as 3 or more beats at
greater than or equal to 120 bpm on ambulatory
(Holter) ECG.
e. Maximal LV wall thickness greater than or equal
to 30 mm.

Class Ila

. It is reasonable to assess blood pressurem\
during exercise as part of SCD risk stratification in >

patients with HCM.3%-127:390 ([ evel of EvidW

2011 ACCF/AHA Guideline for the Diagnosis and
Treatment of Hypertrophic Cardiomyopathy
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Ergometria

m  2n minut esfor¢ (1a etapa):
inestabilitat cefalica i sincope.

m Es documenta hipotensi6 severa.
m  FC 95 bpm, no aritmies.
m  Opressio toracica a la recuperacio.

m Descens difus del ST.




| recordem:

m Multiples factors de risc.
m Dolor anginos després dels episodis.

m Ergometria finalitzada preco¢ment per hipotensio
simptomatica i descens difus del ST...



Coronariografia




Que pensem fins aqui?

SINCOPE ARITMICA?
m A FAVOR

— TVNS en monitor.

— No palpitacions.

— Ergometria positiva sense
aritmies.

SINCOPE OBSTRUCTIVA?

m A FAVOR

Relacio amb esforg.

Reproduible en ergometria
(reflex o obstructiu??)

No palpitacions.

No gradient dinamic
significatiu basal/Valsalva en
eco.



Estudi hemodinamic

m No gradient basal.

m DBT: gradient pic-pic de fins a 90-100
mmHg. Hipotensio simptomatica.

w158 1




Arribat aquest punt...
gue fem amb el pacient?

m DAI =
— Sincope “no filiat™? — Sincope
— TVUNS hemodinamic/

obstructiu?
— Sincope reflex?
— Optimitzacio tct.
farmacologic?

— Miectomia o ablacio
septal?
— Marcapas?

— Septe >30 mm
— Sincope aritmic?



2011 ACCF/AHA Guideline for the Diagnosis and
Treatment of Hypertrophic Cardiomyopathy

Prior cardiac arrest or

Sustained VT Yes ICD recommended

No

¥
Family history-SD in first-degree

Yes == ICD reasonable
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No ICD can be useful
Legend bl
Class lla
Class lib | Role of ICD uncertain

Regardless of the level of recommendation put forth in these guidelines, the decision for
placement of an ICD must involve prudent application of individual clinical judgment,
thorough discussions of the strength of evidence, the benefits, and the risks (including but
not limited to inappropriate discharges, lead and procedural complications) to allow active
participation of the fully informed patient in ultimate decision making.



Marcapas en M. hipertrofica

Heart. 2010 Late benefits of dual-chamber pacing in obstructive hypertrophic

cardiomyopathy: a 10-year follow-up study. Galve E.

During the first year of follow-up, rest gradients decreased (baseline 86 +/- 29
mmHg; 3 months 55 +/- 37mmHg; 1 year 41 +/- 26mmHg; p=0.0001).
NYHA class improved, as well as exercise tolerance. The physical and
mental components of the quality of life instrument SF-36 also improved.

In this series, only 18% of cases needed a more aggressive treatment to

relieve residual obstruction and obtain a satisfactory symptomatic status.



Estudi hemodinamic (2)
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Finalment...

m Implantacio de DAI bicameral
m Estimulacio ventricular atriosincronica

6.2.2.6. Pacing—Recommendations

Class I1a

1. In patients with HCM who have had a dual-chamber
device implanted for non-HCM indications, it is
reasonable to consider a trial of dual-chamber
atrial-ventricular pacing (from the right ventricular
apex) for the relief of symptoms attributable to
LVOT obstruction, 22294295366 ([ eyel of Evidence: B)




Evolucio

S'implanta DAI bicameral sense complicacions.
Es programa AV per garantir estimulacio del VD.

S’optimitza el tractament farmacologic (bisoprolol +
disopiramida).

Sense nous episodis sincopals ni terapies del DAL.









La presencia de cardiopatia fa necessari ingres |
monitoritzacio.

La hipertrofia severa i la sincope son factors de risc
de mort sobtada en la miocardiopatia hipertrofica: te
indicacio de DAL.

Amb la clinica (no palpitacions, presencia de
prodroms) el meés probable és una sincope
neuromediada.

La sincope d’esfor¢ en pacients amb MH és
diagnostica de sincope obstructiva.



La presencia de TVNS es diagnostica de
sincope aritmica.

La TVNS és un factor de risc de mort sobtada
en la MH.

La TVNS és un factor de risc de mort sobtada
en la MH quan és polimorfica i frequent.

La TVNS pot ser una troballa casual sense
significat pronostic.



Quina és la menys correcta?

1.

Davant de sincopes d’'esforg, angina i multiples factors
de risc cardiovascular s’hauria de descartar malaltia
coronaria: fariem coronariografia.

S’ha de sospitar un origen hemodinamic dels sincopes:
repetiriem ecocardiograma per valorar la presencia de
gradient dinamic.

Una ergometria seria util per valorar la presencia
d’aritmies d’esfor¢ i descartar isquemia.

Es imprescindible un estudi electrofisiologic per a
confirmar o descartar un origen aritmic de les sincopes.



Class 1la

1. It is reasonable to combine disopyvramide with a
beta-blocking drug or verapamil in the treatment of
symptoms (angina or dvspnea) in patients with
obstructive HCM who do not respond to beta-
blocking drugs or verapamil alone,19.134.137.245-248
(Level of Evidence: B)

2011 ACCF/AHA Guideline for the Diagnosis and
Treatment of Hypertrophic Cardiomyopathy



