DGK CARDIO UPDATE 2024

16. und 17. Februar
23. und 24. Februar

Kardiomyopathien,
Speicherekrankungen, Myokarditis



DGK CARDIO UPDATE 2024

16. und 17. Februar
23. und 24. Februar

Keine Interessenskonflikte



Esc

European Haart journy (2023) 44 35033626 Esc GUIDELINES
European sociey, oot orgi10 090 rhearsiahads
Of Cardiology e 101053,,, Sriehadisg

2023 Esc Guidelines for the management
of cardiomyopathies

Developed by the tasi force on the management of
Cardiomyopathies of the European Society of Cardiology (ESC)

: Elena Arbelo ¢ *1, (Chai ©n) (Spain),
Alexandros Protonotarios e (Tas Force ¢ -ordmator) (Unitegq l(lngdom).
Juan R Meno o * (Tas, <e Co. ordinator) C Pain), Eloisa rbustin; ® (ltaly).
Roberto arriales~Villa @ (s in), Cristin B ® ¥), Co, e R. Bezzin, ®

et erlands).
ands), Tim, De Winte, (Belgium), Perry M. Elliote
(Unitegq Kingdom), Marcys Flathe, (ic] (Unitegq Kingdom), Pabjo Garcia-Pavia (o]
i 5 gaa (Sweden). Jodie Ingles @ (Australia).
Ruxandra Oanga Jurcye ®

(Romania). Sabine l(laassen ® ermany),
Giuseppe Limongelli ® (ltaly), Bare Loeys ®? (Belgium). Jens Mogensen ®
(Denmark). lacopo Olj (ltaly). Antonis Pantazis i
Sanj

gdo
), J. Peter Van Tintelen ® (Netherlands)
lo Kasj i

"Person)
lentifj Document Groy
T Qing, Unversiae oo Barcaiang Sarcaicng, Spam Sisarg Simestgacs Augusz ey
l‘vhcﬂ!"ﬁﬂ" < Acuares (0 RCV). < Spamang g, " Refer

= f S only. No Commerciy g orzes No par o ™e £SC
" PeMIssion Grom e £5C. Permission can O%anes uogn Subemission of 5 WTTREn reques 2 Oufore
Amhorzes 1y hangie suen PeMissicns o BN o g &8¢ .;na.mua—-v-xso'uﬁoa:m,r
s sk, " Carafy Congiceranan 78 seienes

e e megiey POWiecRe ang eng S0ance 2y
* Clstrapangy, naae AmBiguany Setwean g &sc Guizaing -] o
.a her; = prok

pede) sdyy woy Papeoumog

e fueayinapuos dno'on

/o

veu3 Aq 8000¥2 L8068/ ¢,

€202 saquanoy 0F Vo Jasn £yssan un cuqulaw uab




Definition

|
ES & Suropean Tea Journal 2023, 44.3503_365¢ Esc GU'DEUNES
[,.J(rppc;ur; Society pere: Soiong10.1093 Sorhear/ehadiss
of Cardiology

. : 2023 Esc Guideiines for the management
. kung mit einem o i
Myokardiale Erkran

n Developed by th tasic force on the management of §
1 | | a b n O rm e Cardiomyopathies of the European Society of Cardiology (Esc) g
d fu n |<t| O n e Authers/Task Force Members: Elena Arbelo @ *t, (Chail'person) (Spain), K
|<-t U r‘e | | U n Alexandr'os Protonotarios @ *, (Task Force Co-ordinator) (United Kingdom), ;
S‘t 'u . en von Juan R, Gimeno ¢ ¢ (Task Force Co-ordinator) (Spain), Eio ., Arbustin (italy) 3
\/O rl | eg Rober¢o Barriales-Viiia ® Spain), Cristing Basso (Italy) Onnie R, Bezzin, ® g
|< | O h n e (Nethe, ds), Elena g agini o ¥). Nico Blom? therlang, ), g
Z m U S e / Rudojs A. de Boer ¢ [( etherjap, %), Tim De inter (Belgium). Perry, M. Elliote ¢ g
H e r (Unitegq Kingdom). Marcys Flathe, @ (Unitegq Kingdorn), Pabjo Garcia~Pavia (] z
(Spain), Kristina H. Ha, (Sweden), Jodie Ingles ®© (Austraiia) i
Ruxandra ANa Jurcye (i) Romania), abine K Qassen (Germany), b3
Giuseppe Limongeiii ® (itaiy), Bare Loeys ®?2 (Beigium), Jens Mogensen ® S
(Denmark). lacope Olivotee ® (itaiy), Antonj Pan azis @ ted Kingdom) <§
San,ay Sharmg, (Unite, 'gdom,), J. Peter Van Tinteien ® ( etherland 3
_ K H |< James g are o (Unitegq Kingdom). Juan Pabjo Kaski ¢ *1 (Chairperson) s
(Unitegq Kingdom), and Esc Scientiﬁc Document Group :,”
Hypertonie —yros =
- MeCaces Can "€ Spam ang European =
"IN Span, 7. nemgumm:pu. s
e h | e rn % UG Kingoiom ang oo, E
Klappen

€ WO Task fonee

rzfehlern .
renen He
- angebo

Regresantng

Assoctazion of Care‘sas:,lr Magrg (zacy, ) Burspags Associaian of Prevans,

$BquBnoN 05 uo Jasn Aisson U Bsa

% of thase Eurcpaas Seciny o Caraiay,

£202

e
als, umd
von ausreichendem Ausm o
) r
: Nng zu e
jiale Storu
myOkard

T uze i *=hormea ng P of tne g5c
SNe3 upon subem 5100 of 2 wrinegn Sduas
50 .,w-.u:.r-mnsm cam)

e Svicencg

Faang 3

o PRt DuBKC heaen thormgs,
8 heaes Profssiony d2ng;

:3503-3626 (1)
t al, Eur Heart J. 2023;44(37):35
Arbelo E et al,



Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



:3503-3626 (1)

)

Arbelo E et al, Eur Heart J. 2023;44(37




Cardiomyopathy
phenotype

HCM

DCM

NDLVC
ARVC

RCM

Adults

Prevalence:

0_2%26—33

Prevalence:

0.036-0.400%%>""

To be determined

Prevalence:

0.078%37

Rare

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)
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Diagnostik - allgemein

Recommendations Class® Level®

It is recommended that all patients with suspected or
established cardiomyopathy undergo systematic
evaluation using a multiparametric approach that
includes clinical evaluation, pedigree analysis, ECG,
Holter monitoring, laboratory tests, and

multimodality imaging.®’

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Diagnostik - allgemein

Recommendations

It is recommended that all patients with suspected or
established cardiomyopathy undergo systematic
evaluation using a multiparametric approach that
includes clinical evaluation, pedigree analysis, ECG,
Holter monitoring, laboratory tests, and
multimodality imaging.®’

It is recommended that all patients with suspected
cardiomyopathy undergo evaluation of family history
and that a three- to four-generation family tree is
created to aid in diagnosis, provide clues to
underlying aetiology, determine inheritance pattern,

and identify at-risk relatives.®**®

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)

Class®

Level®

© ESC 2023



Diagnostik - allgemein

Recommendations Class® Level®

It is recommended that all patients with suspected or
established cardiomyopathy undergo systematic
evaluation using a multiparametric approach that
includes clinical evaluation, pedigree analysis, ECG,
Holter monitoring, laboratory tests, and
multimodality imaging.®’

It is recommended that all patients with suspected

cardiomyopathy undergo evaluation of famil
sting is recommended in patients fulfilling
r cardiomyopathy in cases where
cation, therapeutic

nt of the

Genetic te
ul diagnostic criteria fo
ar it enables diagnosis, prognosti
stratification, or reproductive manageme
r where it enables cascade genetic

relatives who would otherwise be
227-231,237,238

patient, o

evaluation of their
enrolled into long-term surveillance.

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)
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Diagnostik - Bildgebung

Recommendation Table 4 — Recommendation for
echocardiographic evaluation in patients with

cardiomyopathy

Recommendation Class® Level®?

A comprehensive evaluation of cardiac dimensions
and LV and RV systolic (global and regional) and LV
diastolic function is recommended in all patients with
cardiomyopathy at initial evaluation, and during

follow-up, to monitor disease progression and aid
78,83-102

risk stratification and management.

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Diagnostik - Bildgebung

Recommendation Table 4 — Recommendation for
echocardiographic evaluation in patients with

cardiomyopathy

Recommendation Class® Level®?

A comprehensive evaluation of cardiac dimensions
and LV and RV systolic (global and regional) and LV
diastolic function is recommended in all patients with
cardiomyopathy at initial evaluation, and during

follow-up, to monitor disease progression and aid
78,83-102

risk stratification and management.

a

Recommendations Class Level®

Contrast-enhanced CMR is recommended in

patients with cardiomyopathy at initial

evaluation, 970116119143

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)




Diagnostik - Bildgebung
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Symptome

Plotzlicher Herztoad

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



* GDMT for HF symptoms
- Aetiology-specific SCD
risk prediction

Patients with DCM/NDLVC

l

Cardiac arrest or VT with ICD
= . . Y >
haemodynamic compromise (Class 1)
!
v
= ICD

LVEF <35% Y e 13

ESC—

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3620
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Table 21 High-risk genotypes and associated predic-
tors of sudden cardiac death

Gene Annual Predictors of SCD
SCD rate

LMINA185.186.438.541.865.878.879 5 10% Estimated 5-year risk of
life-threatening arrhythmia
using LMNA risk score
(https:/lmna-risk-vta.fr)

FLNC-truncating 5-10% LGE on CMR

| variants®*7%¢ LVEF < 45%
v TMEM43%6881 510%  Male

Female and any of the
following: LVEF <45%,
NSVT, LGE on CMR, >200
VE on 24h Holter ECG

pLN#2882883 3-5% Estimated 5-year risk of
life-threatening arrhythmia
using PLN risk score
(https:/plnriskcalculator.
shinyapps.io/final_shiny)
LVEF < 45%
LGE on CMR

~ NSVT

psptH-106 3-5% LGE on CMR
LVEF <45%

RBM20°¢° 3-5% LGE on CMR
LVEF <45%

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1) ™



Sex

Non-missense LMNA
mutation

Atrio-ventricular
block

Non-sustained
ventricular
tachycardia

Left ventricular
ejection fraction

Table 21 High-risk genotypes and associated predic-
tors of sudden cardiac death

LMNA-risk VTA calculator

Risk Prediction Score for Life-Threatening Ventricular
Tachyarrhythmias in Laminopathies

® Male O Female

OYes @ No

O Absent @ 1st degree O High degree

®@Yes O No

35 %

Non-missense mutations include insertions, deletions, truncating mutations or
mutations affecting splicing

Please select the highest degree. 1st degree AV block corresponds to >0.20 sec
PR interval and high degree AV block to type Il 2nd degree or 3rd degree (and
not type | 2nd degree)

NSVT corresponds to >3 consecutive ventricular complexes at a rate >120
bpm on 24-h ambulatory electrocardiographic monitoring

Left ventricular ejection fraction measurement derived from echocardiogram

Risk of Life-Threatening Ventricular Tachyarrhythmias at 5 years

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)

39.8 %
10

.




(Class lla)

| ESC—

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



(Class lla)

\. [ ESC_)
“Additional risk factors include syncope, LGE presence on CMR.

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)
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HYPERTROPHE KARDIOMYOPATHIE

Definition: LV Wandstarke > 15 mm in jedwedem

Myokardsegment, nicht durch Nachlast erklart.

\ Bei Verwandten 1° von HCM-Pat:: > 13 mm

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



“Sekundare Ursache” der HCM?

Z. B.
Amyloidose
Anderson-Fabry’s Disease

Sarkoidose

Akute Myokarditis

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



“Sekundare Ursache” der HCM?

Z. B.
Amyloidose
Anderson-Fabry’s Disease

Sarkoidose

Akute Myokarditis




“Sekundare Ursache” der HCM?

Z. B.
Amyloidose
Anderson-Fabry’s Disease

Sarkoidose

Akute Myokarditis




“Sekundare Ursache” der HCM?

Z. B.
Amyloidose
Anderson-Fabry’s Disease

Sarkoidose

Akute Myokarditis



“Sekundare Ursache” der HCM?

Bakterielle Myokarditis




“Sekundare Ursache” der HCM?

Disease

Bakterielle Myokarditis — 1 Woche zuvor




“Sekundare Ursache” der HCM?

Z. B.

Amyloidose
Anderson-Fabry’s Disease
Akute Myokarditis

Sarkoidose



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

Berechnung des Risikos fur
plotzlichen Herztod:

"HCM-Risk Calculator”
|CD-Indikation entsprechend

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie
HCM Risk-SCD

Assess risk of sudden cardiac death and need for ICD in hypertrophic cardiomyopathy

Questions

Age?

Maximum LV Wall Thickness?

Left Atrial Size?

LVOT Gradient?

Family History of Sudden Cardiac Death?

Non-sustained VT?

N e W N

Unexplained Syncope?

s flr

chend




LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie
4

Berechnung des Risikos fur

plotzlichen Herztod:
"HCM-Risk Calculator”

5-year risk <4% S-yea risk =6%

!

5-year risk =4 to <6%

|

LGE l EF<50%

shared
decision




LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

AHA HCM SCD Calculator ath|e

Hypertrophic Cardiomyopathy - Sudden Cardiac Death Risk Calculator

erechnung des Risikos fur
16-80 vears (@) ——— i . I
MLywT EHSCR @®No  OYes o
10-35 mm o
® No OYes
LA Size NSVT
28 67 mm o
i @No OYes
Max LVOT Gradient Unexplained Syncope o
2-154 mmHg o
— EF £50% @No OYes o
Apical Aneurysm ®No  OYes o
Extensive LGE @No OYes o

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

yopathie

Berechnung des Risikos fur
plotzlichen Herztod:

"HCM-Risk Calculator”
|CD-Indikation entsprechend

Maron MS et al, Circulation. 200;118(15):1541-9 (2)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

Berechnung des Risikos fur
plotzlichen Herztod:

"HCM-Risk Calculator”
|CD-Indikation entsprechend

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

"Outflow tract Management”
(= 50 mmHQg)

Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

|

.
oo

ISH‘H symptomatic or intolerant/contraindication to beta-blocker:
Verapamil Diltiazem
(Class I) (Class 1)

Disopyramide

(Class 1)

I Still symptomatic

Mavacamten

| (Class lla)

I Still symptomatic

1 \ / \

Arbelo E et al, EUr . ico v o coe) v i e oo 1



LVH > 15 mm LVH > 13 mm (Verwandte 1°)

Hypertrophe Kardiomyopathie

Gradient > 30 mmHg in Ruhe
Gradient > 50 mmHg bei Belastung

Hypertroph-obstruktive Kardiomyopathie

Kein Digitalis, keine Nitrate, PDA Inhibitoren

Symptome
Gradient > 50 mmHg

Beta Blocker (1)

Intolerant/
Noch Symptome

Verapamil (I) oder Diltiazem ()

Noch Symptome

Disopyramid () oder Mavacamten

Noch Symptome

Septale Reduktionstherapie (Myektomie oder TASH) (1)
Arbelo E et al, Eur Heart J. 2023;44(37):3503-3626 (1)



Mevacamten, VALOR-HCM Studie

-

\_

Peak LVOT Gradient, Valsalva

—

o

o
1

[=]
z Placebo
=
w801
=
[1°]
AN
(37}
= 60
@
=
g 401
=
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o
5 20 Mavacamten
=
P
(=T O .
0 4 8 12 16

Percent of Patients

100+

75+

50

25-

77%

Placebo
(n=56)

82%

Mavacamten
(n=56)

Desai M, et al. J Am Coll Cardiol. 2022;80:95-108 (3)




Mevacamten, VALOR-HCM Studie

-

\_

Peak LVOT Gradient, Valsalva

27 Placebo

= ® Mavacamten

3 N ——% o @ Placebo to mavacamten

:i’; 60+

g 20 Mavacamten - — {
0 4 8 12 16 20 24 28 32 36 40 44 48 52 56

Time since randomization, wk

Desai M, et al. J Am Coll Cardiol. 2022;80:95-108 (3)

Desai M, et al. JAMA Cardiol. 202;8(10):968-977 (4)




Mevacamten, VALOR-HCM Studie

é )

Peak LVOT Gradient, Valsalva

—

o

=]
1

Placebo

__%___

M%\fnt\j\}}\*ﬁ — 5
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Time since randomization, wk

® Mavacamten
@ Placebo to mavacamten

[ws]
=)

=]
o
1

iy
o

()
o
1

Peak LVOT gradient after Valsalva, mm Hg

=

\_ [ 12/108: Dosisanpassung/Unterbrechung J

Desai M, et al. J Am Coll Cardiol. 2022;80:95-108 (3)

Desai M, et al. JAMA Cardiol. 202;8(10):968-977 (4)



Therapie mit Mevacamten

LVOT Gradient > 50 mmHg
NHYA lI-Ill trotz med. Therapie
LVEF > 55%

Cave: embryofetale Toxizitat, vor Beginn neg. Schwangerschaftstest,
sichere Verhutung bis 6 Monate nach letzter Einnahme

Bestimmung des CYP2C19 Metabolismus
Startdosis 2.5 =5 mg/d je nach Metabolismus

Steigerung oder Reduktion je nach LVOT Gradient und EF (< 50% => Stop)



Aficamten, “Redwood HCM”

f

Peak LVOT Gradient, Valsalva (mmHgQ)

Ejection Fraction (%)

100_= Treatment —lWashout 80-= Treatment IWashout
——s
A ) *
gg' h 60— * * 5
40- =
20- oE s okt o S50-==mmm - ————— EO;E-I;EEITC?I;“-TI-']E;h-o[E.
i ‘I’ 2l :t é é 1|0 1I2 40- I I I T ] 1
Weeks 0 2 4 6 8 10 12
Weeks
- g ™)

Maron MS, et al. J Am Coll Cardiol 2023;81:34-45 (5)

== Pooled placebo group (n =13)
== Aficamten cohort1(n =14)
== Aficamten cohort2(n =14)

\_




Kardiale Amyloidose




Kardiale Amyloidose

MAYO
CLINIC MAYO CLINIC PROCEEDINGS

Decreasing Door-to-Diagnosis Time in

Cardiac Amyloidosis: A Simple “One-Stop f
N

Shop™ Approach

Grogan M, et al. Mayo Clin Proc. 2023 Jan;98(1):7-10 (6)



Kardiale Amyloidose

e N
4 Leichtketten Serum/Urin
4 N 7 I
Szinti pos Szinti pos
LK neg LK pos
=>TTR Amyloidose => beides?
\_ ) = Biopsie )
4 N (L )
Szinti neg Szinti neg
LK neg LK pos
=>Keine Amyloidose =>AL Amyloidose?
N U => Biopsie )
Skelettszintigraphie
- Y

Grogan M, et al. Mayo Clin Proc. 2023 Jan;98(1):7-10 (6)




Tatamidis: ATTR-ACT

Change from Baseline in 6-Minute Walk Test
0

-R"“'i————____}___
— . Pooled tafamidis

T
_604 4

|
L
[=
]

-1204

-150+

LS Mean Change from Baseline (m)

180 I I I I 1

Month

N = 441 mittleres Alter 75 Jahre

Maurer M, et al . N Engl J Med 2018;379:1007-16 (7)



Tatamidis: ATTR-ACT

Analysis of All-Cause Mortality
1.0+

0.9+

0.8
Pooled tafamidis
0.7
0.6+
0.5- Placebo

0.4-

Probability of Survival

0.3+

0.2+

o1 Hazard ratio, 0.70 (95% Cl, 0.51-0.96)

0.0

0] 3 6 ) 12 15 18 21 24 27 30 i3
Months since First Dosa

N = 441 mittleres Alter 75 Jahre

Maurer M, et al . N Engl J Med 2018;379:1007-16 (7)



Tatamidis: ATTR-ACT 5 Jahre

1.0

0.8

0.6

0.4 -

Survival probability

0.2

Continuous tafamidis

Placebo to tafamidis

Hazard ratio, 0.59
[95% Cl, 0.44-0.79];
P<0.001

-

Extrapolated p]écebo

0.0 A

}
1
1
1
I
1
|
]
1 = -
1
1
1
I
|
}
]
|

N = 353,

r r 1. 11 1. 1111+ 1.1 11T 1T 1 1T 11T 71T 17T 1T 11
0 3 6 9 12 1518 21 24 27 30 33 36 39 42 45 48 51 54 57 60 63 66 69 72

Time to event (months)

mittleres Alter 75 Jahre

Elliott P et al. Circ Heart Fail. 2022;15:e008193 (8)



Tatamidis: Octogenarians

LS Mean Change From Baseline

in BMWT Distance (SE)

=280 years

LS Mean Change From Baseline

in BMWT Distance (SE)

Months
0 10 20 30
A 1 | ]
0 * .
Taiamidis
_50—
-100
Placebo
"1 <80 Jah
-200-
Months
0 10 20 30
0 ! 1 1 | L 1 1 |

,50_.

-100

-150

—2nn _|

> 80 Jahre

Tafamidis

*

Placebo

Garcia-Pavia P, et al. J Am Coll Cardiol HF 2024;12:150-160 (9)



Tatamidis: Octogenarians

Survival Probability

Survival Probability

1.0 4 HR for all-cause mortality
0.9 (continuous tafamidis vs placebo to tafamidis): 0.4513
: 95% CI: 0.3176-0.6413
0.8 P < 0.0004
0.7 T4, Tafamidis  Alcause mortality: 41.6%
0.6 4 4 ey, Median survival: 80 months
-
0.5 H“‘H-\W T
.._'h _ H
0.4 1 "'ih++
0.3 i All-cause mortality: 64.3%
* Medi ival: 41 th:
02 Placebo -h:__++:_a,}n survival: 41 months
0.1+ Censored /
0.0 ATTR-ACT LTE study
T T T T T T T L]
0 14 28 42 56 70 B4 98
Months
1.0 5 HR for all-cause mortality
0.9 4 (continuous tafamidis vs placebo to tafamidis): 0.6828
: 95% CI: 0.4048-1.1517
0.8 4 L P=0.1526
0.7 4
0.6+ ..
05 ~-i....  Tafamidis
0.4 L All-cause mortality: 62.7%
.14 Median survival: 45 months
0.3 T
0.2 4 T L All-cause mortality: 83.8%
0.1 4 ++ Censored Placebo T | Median survival: 27 months
0.0 ATTR-ACT LTE study
0 14 28 42 56 70 84 98
Months

Mittleres Uberleben 80 vs 41 Monate;
HR 0.4513
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Garcia-Pavia P, et al. J Am Coll Cardiol HF 2024;12:150-160 (9)
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Therapie mit Tatamidis

TTR-Amyloidose (Szintigraphie Perugini Score 2/3)

Perugini-Grad 0 Perugini-Grad 1 Perugini-Grad 2 Perugini-Grad 3



Therapie mit Tatamidis

TTR-Amyloidose (Szintigraphie Perugini Score 2/3)
NYHA [ und Il (NYHA IIl im Ermessen der Arztin/des Arztes)

Monatliches Rezept

Empfehlung: ,von einem in der Behandlung erfahrenen Arzt”



Myokarditis



Myokarditis: 172 Monate nach COVID

Meta Analyse

1.245 Millionen
nach COVID 19

19.630 Millionen
kein COVID-19

Zuin M, et al. Can J Cardiol. 2023;39(6):839-844



Myokarditis: 172 Monate nach COVID

Meta Analyse

1.245 Millionen
nach COVID 19

19.630 Millionen
kein COVID-19

MYOKARDITIS
0.21/1000 vs.
0.09/1000

H R 5 1 6 (3 9_69) Zuin M, et al. Can J Cardiol. 2023;39(6):839-844




Myokarditis

Rate of cardiovascular events up to 8 years after uncomplicated myocarditis

A nationwide pgp

Long-term outcomes after discharge

1,439 patients who had a first-time hospitalization
with uncomplicated acute myocarditis and no
known heart disease

were compared to

1,439 surgical controls after appendectomy

after propensity-score matching

Cardiovascular composite outcome
A composite of rehospitalization for myocarditis,

pericardial disease, heart failure and its complications,

cardiac arrhythmia, implantation of cardiac devices and

heart transplant.

Schelldorfer A, et a. Eur Heart J Acute Cardiovasc Care. 2024 Feb 14:zuae021 (12)



Myokarditis

Rate of cardiovascular events up to 8 years after uncomplicated myocarditis

A nationwide population based cohort study

Cardiovascular composite outcome

Long-term outcomes after discharge 05 1
8 04 4 HR 42.34, 95% C| 17.43 to 102.82, p-value (log rank) < 0.0001
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after propensity—score matching Patients with myocarditis 1439 1112 890 719 553 389 260 120
Patients without myocarditis 1439 1271 1032 853 663 461 303 142
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Cardiovascular composite outcome myocarditis (surgical controls)
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Schelldorfer A, et a. Eur Heart J Acute Cardiovasc Care. 2024 Feb 14:zuae021 (12)



I\/Iyoka rditiS: n = 1557 vs. 15430 Kontrollen (39))
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I\/Iyoka rditiS: n = 1557 vs. 15430 Kontrollen (39))
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