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Case 

• Asymptomatic women, initially diagnosed 
2013 (age 38) at NYHA I with HOCM with 
peak Valsalva 33mmHg (DF II°, IVSd
17mm)

• NSVT on routine follow-up Holter EKG lead 
to ICD implantation 2020 



• Progressively symptomatic 2020 – 2023, NYHA III

• No ICD shocks, but pre-syncope

• Exercise intolerance, especially after a meal 

• Heat and alcohol intolerance 



EKG







LVOTO – peakG at rest 108mmHg



Genetics



CMR



CPET

• Would not tolerate exercise for more than 4 minutes, so exam 
was cancelled



Mavacamten treatment and response

10mg2,5mg 15mg

February 2024August 2023 June 2024









Follow-up



Lab

• NTproBNP: 2828pg/mL August 2023 Mavacamten 2,5mg

• NTproBNP 2700pg/mL February 2024 Mavacamten 10mg

• NTproBNP 1586pg/mL June 2024 Mavacamten 15mg



Follow-up CPET



Lessons learned



Pitfalls im TTE

LVOTO als pathognomonisch für eine 
HCM interpretieren

Angulation CW Doppler / MI Signal LVOTO ist Dynamisch!



Abbasi et al. JASE 2024
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Marholdt et al. Clinical Research Cardiology, 2021



Pitfalls 
Endomyokardbiopsie

Ein Goldstandard der Irreführend 
sein kann:

© Prof. Blagova, HFA 2021

Mitochondriopathien, Dannon, und 
andere noch seltenere 
Speichererkrankungen werden in 
der Regel in der EMB nicht erkannt!



Danke!


	Folie 1: Mavacamten for the treatment of obstructive hypertrophic cardiomyopathy
	Folie 2: Disclosures
	Folie 3: Case 
	Folie 4
	Folie 5: EKG
	Folie 6
	Folie 7
	Folie 8: LVOTO – peakG at rest 108mmHg
	Folie 9: Genetics
	Folie 10: CMR
	Folie 11: CPET
	Folie 12: Mavacamten treatment and response
	Folie 13
	Folie 14
	Folie 15
	Folie 16: Follow-up
	Folie 17: Lab
	Folie 18: Follow-up CPET
	Folie 19: Lessons learned
	Folie 20: Pitfalls im TTE
	Folie 21
	Folie 22
	Folie 23
	Folie 24
	Folie 25: Pitfalls Endomyokardbiopsie
	Folie 26: Danke!

