
Hypertrophic CMP
What’s next



Hypertrophic 
cardiomyopathy
• Genetically determined heart muscle disease 

often (60 to 70 percent) caused by mutations in 
one of several sarcomere genes .

• Prevalence of HCM in the general population 
been estimated to be closer to 1 out of every 
adults (0.5 percent) or perhaps even greater

• CLINICAL MANIFESTATIONS 
(symptoms/FH/Something abnormal)

• Echocardiography ( unexplained increased LV 
thickness ≥15 mm /A wall thickness of ≥13 mm + 
FH)

• C MRI













PAST!



Power Stroke
What’s next



MYK-461



RATS to HUMANS 





Risk Evaluation and Mitigation Strategy (REMS) Program*
Before prescribing, healthcare providers must be certified and enrolled in the 
CAMZYOS REMS Program.
*Certified healthcare providers may designate a member of their staff who is a 
licensed medical professional to be a Designee. The Designee can perform 
REMS activities in the CAMZYOS REMS. Certified healthcare providers are 
responsible for all information entered and activities performed in the 
CAMZYOS REMS by the Designee.
Initial and subsequent prescriptions for CAMZYOS must be written by the 
certified healthcare provider.



Echocardiograms are required



MAVA-LTE Study, EXPLORER-LTE Cohort



Future!



Sodium-glucose co-transporter 
(SGLT) 2 inhibitors



SONATA-HCM



VANISH Trial



More than Pills!



Past 







What's Next / VALOR-HCM
To assess if Mavacamten is safe and efficacious in reducing the 
need for SRT when added to maximally tolerated medical therapy 
among patients with obstructive hypertrophic cardiomyopathy



VALOR-HCM

• Primary Outcome: Composite – decision to proceed with SRT or considered 
guideline eligible for SRT.

• Secondary Outcomes: Change in postexercise LVOT gradient, NYHA Class, 
KCCQ-23 CSS, NT-proBNP, and cardiac troponin.

• 46% were on beta blockers, 15% were taking calcium channel blockers, and 32% 
were on combination therapy. 

• 20% of patients were taking disopyramide.

• Baseline mean LV ejection fraction (LVEF) was 76%. 

• Peak resting LVOT gradient was 49 mmHg and mean post-exercise LVOT 
gradient was 84 mmHg.







What's Next SESAME





What's Next-  Beyond Pills! Gene therapy



Several strategies are being investigated in the realm of gene 
therapy for HCM

• Gene replacement: This involves introducing functional copies of the affected gene or a related gene to compensate for the 
defective or mutated gene’s role in causing HCM. Myosin binding protein C 3 (MYBPC3) mutation.

• Gene editing: Techniques such as CRISPR–Cas9 have shown promise in correcting specific genetic mutations associated with HCM, by precise 
targeting and modification of the problematic genes within cardiac cells.

• Gene silencing: RNA interference (RNAi) is a method used to silence or reduce the expression of specific genes

• Signaling pathway modulation: This approach involves modifying signaling pathways or biological processes that 
play a crucial role in the pathogenesis of the disease.



End-stage phase of hypertrophic 
cardiomyopathy 



Warning Signs!

• EF falls below 50%

• Increasing diuretic requirements

• Intolerance of their Negative inotropic agents.

• Frequent Arrythmias.

• Frequent ER visits.

Other Helpful tools – CPET/RHC/Serial MRI/Hepatic –Renal profiles



Cardiac transplant /Bridge to transplant.

• ISLT Listing Criteria. Different from DCMP.

• Dilated Morphology 

• Restrictive Anatomical Limitations.



nHCM



The MAVERICK-HCM Study REDWOOD-HCM Trial, Cohort 4





New Comers!

• Ion channel Blockers ( Ranolazine /Eleclazine)  

                  Restyle HCM , Liberty HCM.

.  Cardiac Mitotrope , Ninerafaxtat ( IMPROVE-HCM)

. (SGLT) 2 inhibitors – SONATA-HCM



Exercise in Genetic heart disease 

• LIVE-HCM

• Return-to-Play with Genetic Heart Disease



• Vigorous exercise may be safe in individuals with 
hypertrophic cardiomyopathy (HCM) who are evaluated and 
appropriately risk stratified by an expert.

• Return to play among athletes with genetic heart disease 
(HCM, long QT syndrome, dilated cardiomyopathy) is 
possible in a subset of athletes who have been evaluated by 
an expert and for whom a risk assessment and emergency 
action plan have been established with all stakeholders





Our growing Armorarium!
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