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Kardiyomiyopati

» Gozlenen miyokard anormalligine neden
olacak kadar koroner arter hastaligi,
hipertansiyon, kapak hastalig: ve konjenital
kalp hastaliginin yoklugunda, kalp kasinin
vapisal ve islevsel olarak anormal oldugu bir
miyokard bozuklugu' olarak tanimlanir.




ESC 2023 Kilavuzu @Eesc

of Cardiology

» Kardiyomiyopatileri kapsayan ilk uluslararasi
kilavuz

» Yeni fenotipik tanimlama
» Basvurudan tedaviye KMP ydnetimi
» KMP ailelerine klinik-genetik tarama

» Pediatrik donemden eriskinlige KMP
asamalarina odaklanma

SCD risk degerlendirme
HCM tedavisinde yeni Oneriler
Multidispliner yaklasim

v Vv
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Tanimlama

Tanimlama ilk tanidaki
dominant kardiyak
fenotipe gore

Morfolojik ve fonksiyonel
karakteristiklere
odaklanma

» Kanalopatileri KMP olarak
kabul etmek icin yeterli
kanit yok

Sol ventrikuler
Nonkompaction

Takotsubo Sendromu

v

v

v

>

Table3 Morphological and functional traits used to de-

scribe cardiomyopathy phenotypes

Morphological traits

Ventricular hypertrophy: left and/or right
Ventricular dilatation: feft and/or right

Non-ischaemic ventricular scar and other myocardial tissue

characterization features on cardiac magnetic resonance
Functional traits

Ventricular systolic dysfunction (global, regional
Ventricular diastolic dysfunction (restrictive physiology)
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Kardiyomiyopati Fenotipleri

» Hipertrofik KMP
» Dilate KMP v N
» Nondilate Sol Ventrikiiler HOM | DM ARVC

KMP VR
» Aritmojenik Sag Ventrikul BRI NOwvC
KMP \_ /

—

» Restiriktif KMP

.



Fenotip Temelli Entegre Yaklasim

e

Clinical
presentation

' 1
|

Cardiac
morphology/
function

+ 17 y/o male; palpitation
+ Family history SCD
- Normal physical examination

- Non-dilated LV

- EF 55%

- Subepicardial
scar

_h‘,—_"( o i —
¥

. Sinus rhythm, minor
intraventricular conduction

delay
- 200VEs, few couplets

- DSPTrp180*

classification

- DCM
- ALVC
- ACM

Proposed phenotype-
based integrated
approach

Autosomal dominant
DSP-related non-dilated LY
cardiomyopathy phenotype
with subepicardial scar

and low-normal EF
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Second Hit Theory

» Titin gene truncating variants .-
(TTNtv) alkolik kmp yatkinhk

» TTNtv kansere bagli toksisiteye
yatkinlik

» PPKMP’de (%15) TTNtv, DSP , FLNC
ve BAG3

» LVH ve HCM’lerin %0.9’da FABRY  fr. i
» ATTTR-CA, Aort stenozunda %8, i
LVH+HFPEF %12, karpal tinel %7

» Akut miyokarditte desmozomal
protein gen varyantlari yuksek




Multidispliner Yaklasim

Cardiomyopathy
specialists

Cardiologist with
cardiomyopathy expertise
Paediatric cardiologist with
cardiomyopathy expertise
Specialist nurse

Cardiac genetic

counsellor

Heart failure team

Arrhythmia team

Cardiac mnaging team
Interventional cardiologist team
Cardiologist with expertise

in sports cardiology

Other related

cardiology experts

Patient
support

* Family/carer{s)
* Psychologist
* Patient associations

- Geneticist -+ Pathologist

= Other: cardiac surgeon, primary care
physician, paedmatrician, internist,
nephrologist. neurologist,
dermatologist, endocrinologist;
ophthalmologist, pharmacist,
rheumatologist etc.

Other related
specialties®
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HCM Short PR interval/pre-excitation Glycogenosis
Danon disease

PRKAG2 cardiomyopathy
E K Anderson-Fabry disease
Mitochondrial disease

AV block Amyloidosis
Anderson-Fabry disease (late stage)
Danon disease
Sarcoidosis
PRKAG2 cardiomyopathy
Extreme LVH Danon disease
Glycogenosis (e.g. Pompe disease)
PRKAGZ cardiomyopathy
Low QRS voltage® Amyloidasis
Friedreich ataxia
Superior QRS axis (‘northwest axis') Noonan syndrome
Q waves/pseudoinfarction pattern Amyloidosis
DCM AV block Laminopathy
Emery-Dreifuss 1
Myocarditis (esp. Chagas disease, Lyme disease, diphtheria)
Sarcoidosis
Desminopathy
Myotonic dystrophy
Low P wave amplitude Emery-Dreifuss 1 and 2
Atrial standstill Emery-Dreifuss 1 and 2
Posterolateral infarction pattern Dystrophinopathy
Limb-girdle muscular dystrophy
Sarcoidosis
Extremely low QRS amplitude PLN variant
NDLVC AV block Laminopathy
Desminopathy
Extremely low QRS amplitude PLN variant
Low QRS voltage + atypical RBEB Desmosomal variants
ARVC T wave inversion V1-V3 + terminal activation delay
+/— low right ventricular voltages +/— atypical REBB

AV block Desminopathy
Arrvlnidneie



Tetkik

Kardiyomiyopatilerin tansinda laboratuar testlerine yonelik dneriler

Etiyolojiyi ve hastahigin ciddiyetini degerlendirmek ve ekstrakardiyak belirtilerin sap-
tanmasinda ve sekonder organ fonksiyon bozuklugunun degerlendirilmesine yardimc

olmak icin sipheli veya dogrulanmis kardiyomiyopatisi olan tim hastalarda rutin

(ilk basamak) laboratuar testleri onerilir.

Kardiyomiyopatili hastalarda ekokardiyografik degerlendirme Gnerisi

Kardivomiyopatili tim hastalarda ilk degerlendirmede, takip sirasinda, hastaligin
progresyonunu izlemek ve risk siniflandirmasi ydnetiminde yardima olmak igin kardiyak
boyutlann ve LW ve BV sistolik (global ve balgesel) ve LV diyastolik fonksiyonunun
kapsamil degerlendirmesi dnerilir.

Kardiyomiyopatili hastalarda kardiyak manyetik rezonans endikasyonuna iliskin dnerile

-

Kardiyoemiyopatili hastalarda ilk degerlendirmede komtrasth kardiyak MR Gnerilir.

Bilgisayarl tomografi ve niikleer gariintiilemeye yonelik dneriler

ATTR ile iliskili kardiyak amiloidoz sdphesi olan hastzlarda tanya yardima olmas igin
DPD{/PYP/HMDP ile kemik sintigrafisi nerilir.

Kardiyomiyopatilerde genetik danismaniik ve test dnerileri




Table 8 First-level (to be performed in each patient) and second-level (to be performed in selected patients following
specialist evaluation to identify specific actiologies) laboratory tests, grouped by cardiomyopathy phenotype

Level HCM DCM NDLVC ARVC RCM
First * CK + Calcium + Calcium + C-reactive + CK
* Liver function « CK « CK protein * Ferritin
» NT-proBNP* + Ferritin + C-reactive protein * Liver function  » Full blood count
* Proteinura * Full blood count * Full blood count * NT-proBNP* = Liver function
* Renal function « Liver function * Liver function * Renal function  *» NT-proBNP*
« Troponin * NT-proBNP* * NT-proBNP* * Troponin * Proteinuria
+ Phosphate « Phosphate * Renal function
* Proteinuria * Proteinuria * Serum
* Renal function * Renal function angiotensin-converting
* Serum iron * Troponin enzyme
* Thyroid function * Serum iron
* Troponin * Troponin
* Vitamin D (children) * Urine and plasma protein
immunofixation, free light
chains
Second + Alpha-galactosidase A * Carnitine profile * Organ- and * Organ- and non-
levels (males) and * Free fatty acids non-organ-specific organ-specific
lyso-Gb3 * Lactic acd serum autoantibodies autoantibodies
* Camnitine profile * Organ- and non- * Viral serology * Serum
* Free fatty aods organ-specific serum angiotensin-converting
« Immunofixation and free autoantibodies enzyme
light chains * Serum
* Lactic acid angiotensin-converting
* Myoglobinuria enzyme
* Pyruvate * Thiamine
* PTH * Viral serology
* Urine and plasma protein ~ * Urine organic acids and
* Urine organic acids and plasma amino acids

plasma amino acids
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Clinical suspicion of cardiomyopathy

I LV functional and structural abnormalities

Echocardiography and CMR
Cardiomyopathy @ Ventricular function
diagnosis Hypertrophy

Dilatatiol
Phenotype identification = =

) CMR
—— Multimodality ) T charscteraton (TI/T2T2* LG
imaging
< > Functional abnormalities
Stress echocardiography
Risk stratification and re o e eranees
disease prognostication } -

= I Targeted studies
~ ), Bone scintigraphy
(follow-up) [2)) “xyiicosn

"‘» PET-CT
"/ Myocardial inflammation
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Hipertrofik Kardiyomiyopati

) Yeti?kinler: Yiklenme ko%ullarlyla
aciklanamayan herhangi bir segmentte
LV duvar kalinliginin =15 mm veya
13-14 mm+ genetik,aile oykusu, EKG
bulgusu

» Cocuklar: HCM LV duvar kalinhginin
ortalamadan 2 standart sapma daha
buyuk olmasi (z-puani >2)

» Akrabalar: Eriskin birinci derece
akrabalarinda LV duvar kalinhiginin
>13 mm

» gocukta z-skorlarinin <2 olmasi
urumunda iliskili morfolojik veya EKG
anormalliklerinin varhigi stiphe
uyandirmalidir ancak tek basina HCM
icin tanisal degildir.




Goruntiuleme YOntemi

Table 17 Imaging evaluation in hypertrophic cardiomyopathy

Item to assess

LV wall thickness

Systotic function (global

and regional)

Diastolic function

Mitral valve

LVOT

LA dimensions

Myocardial fibrosis/LGE

modality
ECHO/CMR

ECHO/CMR
ECHO
ECHO

ECHO
ECHO/CMR

CMR

Comments

All LV segments from base to apex examined in end-diastole, preferably in the 2D short-axis view,
ensuring that the wall thickness is recorded at mitral, mid-LV, and apical levels.

CMR is superior in the detection of LV apical and anterolateral hypertrophy, aneurysms,** and
thrombi,*®" and is more sensitive in the detection of subtle markers of disease in patients with
sarcomeric protein gene variants (e.g. myocardial crypts, papillary muscle abmnnalltles).’”'m'm
Ejection fraction is a suboptimal measure of LV systolic performance when hypertrophy is present.
Doppler myocardial velocities and deformation parameters (strain and strain rate) are typically reduced
at the site of hypertrophy despite a normal EF and may be abnormal before the development of
Increased wall thickness in genetically affected patients.

Routine examination should include mitral inflow assessment, tissue Doppler imaging, pulmonary vein
flow velocities, pulmonary artery systolic pressure, and LA size/volume.

Assess presence and degree of SAM and mitral regurgitation. The presence of a central- or anteriorly
directed jet of mitral regurgitation should raise suspicion of an intrinsic/primary mitral valve abnormality
and prompt further assessment.

See Figure 12.

Provides important prognostic information, 55525584

Most common mechanisms of LA enlargement are SAM-refated mitral regurgitation and elevated LV
filling pressures.

The distribution and severity of interstitial expansion can suggest specific diagnoses. Anderson-Fabry
disease is characterized by a reduction in non-contrast T1 signal and the presence of posterolateral
LGE."**"** |n cardiac amyloidosis, there is often global, subendocardial or segmental LGE and a highly
specific pattern of myocardial and blood-pool gadolinium kinetics caused by similar myocardial and
blood T1 signals.*****
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Gec Gadolinium Tutulumu

» Hastalarin %65'inde LGE
mevcuttur

» Hipertrofi alanlarinda
yamall orta duvar
paterninde

» On ve arka RV giris
noktalarinda

» Hipertrofiye olmayan
segmentlerde olagan degil

» Tam kat LGE'nin eslik ettigi
hastaligin ileri evreleri




Table 18 Echocardiographic features that suggest specific aetiologies in hypertrophic cardiomyopathy

Finding

Increased interatrial septurn thickness

Increased AV valve thickness

Increased RV free wall thickness

Mild-to-moderate pericardial effusion

Ground-glass appearance of ventricular myocardium
on 2D echocardiography

Concentric LVH

Extreme concentric LVH (wall thickness >30 mm)
Global LV hypokinesia (with or without LV dilatation)

RVOTO
Apical sparing pattern on longitudinal strain imaging

Specific diseases to be considered

Amyloidosis

Amyloidosis; Anderson-Fabry disease

Amyloidosis, myocarditis, Anderson-Fabry disease, Noonan syndrome, and refated disorders
Amyloidosis, myocarditis/myopericarditis

Amyloidosis

Glycogen storage disease, Anderson-Fabry disease, PRKAGZ varfants, Friedreich ataxia

Danon disease, Pompe disease

Mitochondrial disease, TTR-related amyloidosts, PRKAG2 variants, Danon disease, myocarditis, advanced
sarcomeric HCM, Anderson-Fabry disease, Friedreich ataxia

Noonan syndrome and associated disorders

Amyloidosis

© ESC 2023



HCM Tedavi Onerileri
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HCM Tedavi Oneriler;

Actin thin filament —=vems
Actin-myosin cross-bridge 5
Myosinthick lament —

HCM HCM Sarcomere
Sarcomere with Mavacamten

Normal contractilty HCM Pathophysiology Attenuated hypercontractilty
Effective relaxation Hypercontractilty Improved compliance
Impaired relaxation Improved energetics
Altered myocardial energefics




HCM Tedavi Onerileri
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r 8
0 Assess alternative/additional explanations
Obesity

Respiratory disease
Coronary artery disease
Anaemia

Arrhythmia (e.g. AF)
Drug side effecs

Systemic disease (e.g amyfoid)

RVOTO
e Assess the mechanism of ebstruction
SAM related

Mid.cavity
Sub-aortic membrane
Aortic stenosis
Anomalous papillary muscle insertion
Accessory MV tissue

e Assess MV anatomy/function
MV prolapse

Other intrinsic MV abnormalities

o Assess distribution and severity of hypertrophy

Minimum anterior septal thickness |5 mm

@Eesc—




LGE>%15
LVEF <%50

N

Secondary prevention
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Dilate Kardiyomiyopati

» Anormal yukleme kosullari
veya KAH ile aciklanamayan
LV dilatasyonu ve sistolik
disfonksiyon

» Erkeklerde LVED >58 mm
ve kadinlarda >52 mm

» LVEDV indeksinin
erkeklerde =75 mL/m2 ve
kadinlarda =62 mL/m?2
olmasi

» LVEF <%50

-




Kardiyak MR

» Miyokardiyal 6dem

» Fibrosis

» Karakterizasyon (demir,amiloid)
4

4

Keskin Koroner Sendrom dislanmasi
Etyolojiyi belirleme
Miyokardit >>>>subepikardiyal
Sarkoidoz >>>yama seklinde
Distrofinopatiler >>> inferolateral
| MNA tastyicilarinda>>> septal orta duvar
DSP ve FLNC varyant >>> halka benzeri




Genetik

-

‘ L AINA TES 185 438 . S41 865 ST 8579

FLNC runcating

mim&&“?.m

TAAENA2 I==S==7

P!_Nsazmeaa

DSP‘SS.‘B&

REAM 2077

S 10%

530

5370

5%

352

3-S5

Estirmarted S—year rmisk of
life-threatening arvrhythmi=
using LAANA risk score
(https—Sfhrmna-risk-vea fr)
LGE on CMR

LVEF — 4595

Male

Fermale =nd any of the
following LVEF —457%,
NSVT.LGE on CTMR_. =200
VE on 24h Holter ECG
Estirmared S—year sk of
life-—threazening arrhythmis
using PIN rnisk score
(thotpsfSpinriskcaicuiaror
shinyapps.tolfinal _shisny)
LVEF — 455

LGE on CTMR

NSWVT

LGE on TMHMR

LVEF — 45

LGE on MR

LVEF —45%
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Genetik olmayan Nedenler

Infection (post-myocarditis) Peripartum
Viral (enteroviruses, adenoviruses, echoviruses, herpes viruses, parvovirus B19, Autoimmune diseases
HIV, SARS-CoV-2, etc) -

Bacterial (Lyme disease) Giant cell myocarditis

Mycobacterial Inflammatory (biopsy-proven, non-infectious myocarditis)

Fungal Ecsinophilic granulomatosis with polyangitis

Parasitic (Chagas disease) Systemic lupus erythematosus

Toxic and overload Sarcoidosis

Aoohol (windd Rheumatoid arthritis

Cocaine. amphetamines, ecstasy

Sy Coeliac disease

Anabolic/androgenic steroids Primary biliary cirrhosis

Haemochromatosis and other causes of iron overload Myasthenia gravis

Endocrinology Pemphigus pemphigoid

Hypo- and hyperthyroidism Crohn disease

Cushing/Addison disease Ulcerative colitis

Phaeochromocytoma Polymyositis/d A

Acromegaly

D e Reactive arthritis

Nutritional deficiency Drugs

Selenium deficiency Antineoplastic Anthracyclines; antimetabolites; alkylating agents; Taxol;
Thiamine deficiency (Beri-Beri) drugs hypomethylating agent: monoclonal antibodies; tyrosine

Zinc and copper deficency
Carnitine deficiency

kinase inhibitors; immunomodulating agents
Psychiatric drugs Clozapine, olanzapine; chlorpromazine, risperidone,

Electrolyte disturbance lithium; methylphenidate; tricychc antidepressants
HYPOC:':e:a _ Other drugs All-trans retinoic acid; antiretroviral agents; phenothiazines l
Hypophosphataemia

T e



SCD Yonetimi

(Class lla)




Non-dilated left ventricular

cardi

omyopathy

» Global veya bdlgesel duvar hareketi
anormallikleri olsun veya olmasin;

» LV d
LV s

» Skar

ilatasyonu yoklugunda iskemik olmayan
karlasmasi veya yag infiltrasyonu

asma olmaksizin izole global LV

hipo

kinezisi (LVEF<50) ile tanimlanir.

» Anormal yukleme kosullari (hipertansiyon,
kapak hastaligi) veya KAH olmamasi







SCD Yonetimi

(Class lla)




Arrhythmogenic right ventricular
cardiomyopathy

» RV miyokatinda progresif fibro-fatty degisim
» LV tutulum olabilir

» Baskin LV hastaligi ayni aile

» 20-40 yas, erkek

» LBBB morfolojinde VE/VT

» VI-V3 T insersiyonu, dusuk volta]

» RV genisleme

m



Tabie 1

Fadua craeria” for diagnoss of Armytlunogenic Cardioaryopachny

Caregory

Left vemtricle (new
diagnostic criteria)

Rigtn venorcie (upgraded
2010 ITF diagnostic crieria)

L Morpho-funceiona
ventricular
abnormalitees

IL Structural
myocardal
ahnormalites

IIL. Repolarczaton
ahnormalites

V. Depolarizatson
abinormalities

V. Ventnoalar
arrhychmias

V1 Famuly
history/ genetics

By echocardiagraply, CME ar anglogrephy
Majar

By ecnocardiograplry, CMR or angiogrophy:Miner
+ Clobal LV systolic dystunction (depression of LY EF er reduction of echo-
cardiographikc ghobsal fooginstnal straim ), with o without LV dilazation
{incresse of LV EDV acconding to the imagpng test specific nomograms for

= Hegsoral RY alanesia, dysianesia, or bulging plus cane of the lollweng:
global RV dilatation [ Incvease of RV EIWV according 1o the Imaging test

5

Arrhythmogenic
Cardiomyopathy
(ACM) )

Dominant-left
(ALNC)

Majo
o Dominant-right
- (ARVC)
o - marpho-functional and/or
g “structural RY criteria
pu

s Im . MIMW
pu e structural LV criteria

Miza

* Im

- Ep
oo
tiu

- Te
of
ab

Major

Mimar

« Frequent venrnculir exrasystoles (500 per 24 h |, not-sustaioed or
sustained venmoutar tachycardia of EBEB morphalogy
Minor

+ Frequent vesuncolar extrasystoles (=500 per 24 h], non-sustained or
sustaloed venrnoalar tachycardia with 2 REBE mocphology (exclodmg
the "asocular patsem”™|

« Frequemt veotnculir extrasysioles (~500 per 24 h |, noo-sustained or
sustalned ventricular tachycardia of LEER marpbology with dnfesior
axss {“RVOT patoesu™|

Mayar

* ACM confirmed i 3 first-degree refative who meets SRgnostic ariteris

* ADM confirmed pathoiogically at autopsy of surgery n a first degree relative

+ ldenttication of 3 pathogenic or Medy pathogenetic ACM maation m the panent under evalaiton
Muivar

« History of ACM s 3 first-degree refative Jo wham It is nor possible or practacal to determine whether the Qmdy member meets dugnostic aieria
« Premanure sudden death (<35 years of age ) doe to suspected ACM in J first-degree relative
* ACM confirmed parhologically or by diagnostc critenia in a second.degree relitive

T~ -



ARVC Tedavi

Recommendations Class® Level®
Beta-blocker therapy is recommended in ARVC o
patients with VE, NSVT, and VT.72%7%

Amiodarone should be considered when regular

beta-blocker therapy fails to control 1a c
arrhythmia-related symptoms in patients with

ARVC 921922

Flecainide in addition to beta-blockers should be

considered when single agent treatment has failed to a c
control arrhythmia-related symptoms in patients
with ARVC 723924

Catheter ablation with availability for epicardial
approach guided by 3D electrocanatomical mapping
of VT should be considered in ARVC patients with
incessant VT or frequent appropriate ICD
interventions for VT despite pharmacological
therapy with beta-blockers. 725729734

Ha C

Prof.Dr. Servet ALTAY, Trakya
Universitesi
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4 - e i
C Patients with ARVC )
( ‘Cardiac arrest or syncopal VT ) * &,

!

- _ ICD®
& ; (Class lla)
- IcD
- (Class lla)

B arvcrisk.com

Calculate

ILe. regardiess of prior sustained w4

Risk of fast WT(>250bpm)/NVE/SCA, with
@5 vears O2 years O1wyear

2.5%

@ESC—
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Restriktif Kardiyomiyopati

» Normal veya azalmis diyastolik hacimler
» Normal veya azalmis sistolik hacimler

» Normal ventrikuler duvar kalinliginin
varliginda

» Kisitlayici LV ve/veya RV patofizyolojisi
» Sikhikla biatrial genislemeyle prezente
» lleri asamada venrikul dilate olabilir

» Hypertrophic’ or ‘dilated cardiomyopathy with
restrictive physiology’

» Endokardiyal patoloji




Restriktif Kalp Hastaliklar:

Restrictive heart diseases
Intrinsic myocyte Endomyocardial
dysfunction disorders

2 £ OSINOPMIG

SR e R S

Myocardial exoraceliular
matrix disorders

Infilcrative

@ RrRCM
 Myocardial diseases with occasional restrictive physiology. often in the context of LVH

I . @ ESC—



Oneriler

» En kotu prognoziu KMP

» Restriktif fizyolojiden ayirmak icin multimodal
goruntileme

» Noromuskuler sistem, metabolik
bozukluklardan ayrim

» Cocuklarda tani-takipte kataterizasyon

» Spesifik tanilari dislamak icin
endomiyokardiyal bx (lia)

» Seonder korumada ICD

» Cocuklarda miyokard iskemisi ve senkop
varsa ICD(lIb)




Sendromik ve Metabolik Kalp Hastaliklari

» Anderson-Fabry disease

» RASopathies

» Friedreich ataxia

» Glycogen storage disorders




Amiloidosis

Left ventricular wall
thickness =12 mm

e

> of

/

Heart failure in =65 years

Aortic stenosis in =65 years

Hypotension or normotensive
if previously hypertensive

Sensory involvement, autonomic dysfunction
Peripheral polyneuropathy
Proteinuria
Skin bruising
Ruptured biceps tendon
Bilateral carpal tunnel syndrome

Subendocardial/transmural LGE or increased ECV

Reduced longitudinal strain with apical sparing

Decreased QRS voltage to mass ratio
Pseudo Q waves on ECG
AV conduction disease
Possible family history of ATTR
Chronically increased troponin levels

Known multiple myeloma or MGUS

@ Esc—



Signs and symptoms, ECG, ECHO, or CMR suggestive of cardiac amyloidosis

99MTc-DPD/PYP/HMDP + Haematologic tests
scintigraphy with SPECT (serum free light chain quantification
l and serum and urine immunofixation) |
Scintigraphy grade 0 Scintigraphy grade 1-3 Scintigraphy grade 0
aematologic tests -  Haematologic tests - Haematologic tests +
) ¢ 1
v v ¢ ALamyloidosis? ¥
CMR + or
Grade 2-3 Grade | CMR - X Jusi
A Histologicl
Amyloidosis s
likel (cardiac/
extracardiac)
to diagnose

@ESc—




Atrial Fibrilasyon

"{ﬂ- N, .'-'I',\ V) l.' W ARSI AN 'l”,.-,-.‘i" T VAN
'\\.. LA !-l.k ‘-.'a,{“...“ -t .m, .”.~’

et \

(L Pt L . A
S e AN S AR 0N

| Ww Atria fibrifation catheter abiation s

for rhythm control after one falled or intolerant class

LAY e S0
ST .

Oral anticoagulation in order to reduce the risk of [ or [ AAD to improve symptoms of AF recurrences
stroke and thrombo-embolic events is recommended in patients with paraxysmal or persistent AF and
inall patients with HCM or cardiac amyloidosis and AF wdiomyopathy.mm"”'“z"“mm'

or atrial flutter (unless GRS ATIA%
COMW)_MW.PHMNﬂHU.Q&W

Atrial fibrillation catheter ablation is recommended

Oral anticoagulation to reduce the risk of stroke and

oo i bolc aratils i pterts to reverse LV dysfunction in AF patients with
with DCM, NDLVC, or ARVC. and AF or atrial cardiomyopathy when tachycardia-induced
flutter with a CHA,DS;-VASc score 22 in men or component s highly probable, independent of their

>3 in women ****




Kardiyomiyopatilerde Egzersiz

Kardiyomiyopati hastalanina egzersiz dnerileri

Tiim kardiyomiyopatilerde

Kardiyomiyopatisi olan tim saglikh bireylere diizenli olarak diisik ile orta yogunlukta

C
egzersiz Gnerilir. ‘-
Kardiyomiyopatili tim hastalarda egzersiz recetesi icin kisisellestirilmis bir rizk c
degerlendirmesi Gnerilmektedir.

HCM

Yarismall sporlarda dahil olmak Gzere yiksek yogunluklu egzersiz; yiiksek riskli
bireylerde ve sol ventrikiler cikis yolu obstriksiyonu ve egzersize bagh kompleks

ventrikiler aritmileri olan bireylerde dnerilmez.

ARVC

ARV bireylerde yansmal spor da dahil olmak (zere orta ve/veya yiksek

yogunlukta egzersiz dnerilmemektedir.

DCM and RDLVC

Yarismal spor da dahil olmak tzere yiksek yogunluklu egzersiz; semptomatik

bireylerde, sol ventrikiller ejeksiyvon fraksiyonu =%40 olanlarda, egzersize bagh
aritmi gérilenlerde veya LMMA veya TMEMA43 patojenik varyantina sahip kisilerde




Reptoduktif Konular

Tim kadinlarda mWHC anne risk siniflandirmasi kullanilarak gebelik Gncesi risk

degerlendirmesi ve damismanhk yapilmas dnerilmektedir.

Dogurganhik ca@indaki tim kadinlara ve partnerlerine govenli ve etkili dogum
kontrold konusunda danismanlik verilmes tavsiye edilir.

Gebe kalmadan dnce tim kadin ve erkeklere hastalik kalmm riski konusunda
damnizmanlik verilmesi Snerilir.

Sezaryen icin obstetrik endikasyonlar, siddetli kalp yetersizligi (EF <330 veya
MYHA simif [1-1V) veya siddetli cikis yolu obstruksivonu veya dogum sirasinda oral
antikoagllan kullanan kadinlar haric, kardivomiyopatili kadinlann bir gogunda
vajinal dogum onerilir.

llaclarin hamilelikten énce givenlik agsindan dikkatlice gdzden gedirilmesi ve
hamilelikteki tolere edilebilidige gére ayarlanmasi onerilir.

AF'li hastalarda gebelik evresine gére DMAH veya VRA'larla terapotik

antikoagilasyon dnerilmektedir.




Kardiyomiyopatiler

» Dustinulenden daha yaygindir .

» Isimlendirmede basvuru sirasindaki baskin
fenotip

» Fenotip icin multimodal gériuntileme
» Multidisipliner yaklasim
» Genetik testler kullaniimali

» KMR, karakterizasyon, progresyon,risk
degerlendirme

» ATTR amiloidozda kemik sintigrafisi




TESEKKURLER...



