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Prior cardiac arrest or
Sustained VT
No
\ 4

Family history-SD in first-degree
relative or
LV wall thickness >30 mm or
Recent unexplained syncope

Nonsustained VT
or Yes—P
Abnormal BP response

Other SCD Risk
Modifiers® Present?
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i
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SECONDARY PREVENTION PRIMARY PREVENTION
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* Cardiac arrest due to Recommended assessment: Famil Hisory o360

VT or VF

Non-sustained VT Mo Yes

Unex plained syncope

History

2D/Doppler echocardiogram

l Rivk of 5CD ot § yoars (%)

* spontaneous

l ESC recommendation

48-hour ambulatory ECG

sustained VT causing
syncope or
haemodynamic
compromise

HCM Risk-SCD variables:
* Family history of sudden
cardiac death LOW RISK
* Unexplained syncope 5-year risk <4%

* Left ventricular outflow
gradient®

* Maximum left ventricular

wall thickness®

INTERMEDIATE
RISK
5—year risk >4-<6%

Life expectancy > year ICD generally not ICD may be

indicated® considered

Class Ilb or Il Class llb
e (Level B)  (Level B)

ICD
recommended

2014 ESC Guidelines on diagongsa

5—year risk 6%

Class lla



The risk of SCD in 5 years

PSCD at'S years = 1 — 0.998exp (Prognostic Index_)’

where Prognostic Index = 0.15939858*Maximal wall thickness
(mm) — 0.00294271*Maximal wall thickness” (mm?) + 0.0259082*
Left atrial diameter (mm) + 0.00446131*Maximal left ventricular
outflow tract gradient (mmHg) 4 0.4583082*Family history
SCD + 0.82639195*NSVT + 0.71650361*Unexplained  syncope
—0.01799934*Age at clinical evaluation (years).




Rl: net reclassification improvement

Table 3: Reclassification of predicted risk among cases (patients with SCD-event) and controls

Predicted risk classified Predicted risk not Predicted risk classified

. . . Total
downward in new model changed in new model upward in new model

2014 vs. 2003 guidelines model

Cases (SCD-patients), n (%) 11 (55) - 20 0.27
(95%Cl -0.02-0.57,

Controls, n (%) 12 (2)* 540 (79) 134 (20) 686 p=0.07)

2014 vs. 2011 guidelines model

Cases (SCD-patients), n (%) 12 (60) - 20 0.16
(95%CI -0.17-0.45,

Controls, n (%) 75 (11)* 513 (75) 98 (14) 1 686 p=0.2)

* indicates correct reclassifications in the new model. T indicates incorrect reclassifications in the new model. SCD = sudden cardiac

death



NNT: number needed to treat
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Table 4: I[CD implantations and 5-year risk of SCD based on the HCM Risk-SCD model, and
2003 and 2011 risk prediction models

Patients with SCD Patients without SCD

n=706 TCD No ICD ICD No ICD N N T
2003 guidelines (>2 established risk factors) | 5 (25 15 (75) 111 (16) 575 (84) 22
2011 guidelines (=1 established risk factor) 10 (50) 210 (31) 476 (69) 20

HCM Risk-SCD score >4% 14 (70)| 6 (30) 3 457 (67) 17

Data are represented as number (percentage). HCM: hypertrophic cardiomyopathy; ICD: implantable
cardioverter defibrillator; SCD: sudden cardiac death.




