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-V histologickém obrazu je srde¢ni amyloiddza
charakterizovana infiltraci intersticia amyloidovymi
fibrilami, edémem myokardu, zpocatku hypertrofii
kardiomyocytu, pozdéji jejich atrofii a depleci.

*Vysledkem je narust objemu extracelularni matrix
(ECV).

* Pomoci zobrazovacich metod nachazime ztlusténi
stén srdecnich oddill, poruchu longitudialniho
strainu, diastolickou a pozdéji systolickou dysfunkci
srdecnich komor.
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Pfinos MR srdce (CMR) proti echokardiografii

* CMR vynika prostorovym rozlisenim a vysokym
kontrastem tkani, coz umoznuje presné vysetreni
srdecni funkce a morfologie bez ohledu na
dostupnost oken pro zobrazeni a télesny habitus.

* Hodnoceni tkanovych charakteristik - expanze ECV
pomoci pozdniho syceni gadoliniem (LGE) a T1-
mapovani. Stejny obraz u TTR i AL amyloidu.
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Princip T1 mapovani a hodnoceni ECV pri CMR

- Hodnota nativniho T1

signalu zvysena:

A) edém- AlM,
myokarditida

B) expanze intersticia
(fibroza, amyloid)

- Pfi znalosti
hematokritu a
postkontrastniho T1
signalu: odhad ECV

-Normalni hodnoty ECV
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T1 Mapping and ECV in clinical practice
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Metaanalyza diagnostického vyznamu LGE,

nativnhiho T1 a ECV pro diagnostiku srd.
amyloiddzy

TABLE 4 Bivariate Pooled Diagnostic Performance

Modality  Studies n Sensitivity Specificity Odds Ratio
LGE 13 703 0.84 (0.74-0.90) 0.80 (0.68-0.88) 20.1 (9.1-44.1)
Tl 4 1,321 0.89 (0.80-0.95) 0.80 (0.61-0.91) 34.6 (11.4-105.1)
ECV 6 1,369  0.93 (0.86-0.96) 0.87 (0.74-0.94) 84.6 (30.3-236.2)*

Pooled values are point estimates (95% confidence interval). *p < 0.05 vs. LGE.

ECV = extracellular volume mapping; LGE = late gadolinium enhancement; T1 = native T1 mapping.

(J Am Coll Cardiol Img 2020;13:1299-310)
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Postaveni CMR v diagnostice aTTR- prehled
nejCastéjsich situaci

Signs & symptoms, ECG, echo or CMR suggestive of cardiac amyloidosis
Haematologic tests

(serum free-light chain

Scintigraphy with SPECT & quantification & serum and
urine immunofixation)
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Diagnosis and treatment of cardiac amyloidosis:
a position statement of the ESC Working
Group on Myocardial and Pericardial Diseases European Heart Journal (2021) 42, 1554-1568



Afinita osteotropnich radiofarmak k TTR
kardiomyopatii- klinicky vyznam, mechanismus
Senzitivita kostni scintigrafie pro dg. TTR kardiomyopatie se

blizi 100%, specificita 80-85%- muze byt faleSné pozitivni u AL-
amyloidozy.

Falesné negat. u nékterych variant hATTR.

European Heart Journal (2021) 42, 1554-1568
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Validace nebioptické diagnostiky s novymi cut-
pointy pro pomer volnych retézcu (dle eGFR)

Non-biopsy diagnostic criteria of ATTR-CM,;
Gillmore et al, 2016

Monoclonal gammopathy (MG) is defined as a band on immunofixation
of serum or urine or an abnormal FLC ratio on sFLC (k/A) assay

e Conventional /A ratio 0.26—1.65 . Specificity of NBDC 97%

Clinical e Chronic Kidney disease: refined ‘normal’ /A ratio according to
phenotype of : } eGFR-eGFR >90ml/min-k/\ 0.26—1.65
heart failure eGFR 60-90ml/min-k/A 0.26—2.00 Preserves specificity of

eGFR 30-60ml/min-k/A 0.26—2.50 NBDC 97%
eGFR <30ml/min-k/A 0.26—3.10

+/- arrhythmias

Use of diagnostic algorithm in 3,354 patients with suspected CA

Heart failure, syncope, or bradyarrhythmia, with echocardiogram and/or cardiac
magnetic resonance imaging (CMR) suggesting/indicating cardiac amyloid

Bone scintigraphy, n=3354
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* Typickym ndlezem na CMR je u pacientu se srdec¢ni amyloiddzou

difuzni subendokardialni nebo transmuralni pozdni syceni
gadoliniem.

* Noveéjsi diagnostickou metodou je T1 mapovani, kde je
nejvytéznéjsi hodnoceni ECV (pro amyloid > 40%).

* CMR neni schopna urcit typ srdecni amyloidozy.

* V diferencialni diagnostice srdecni amyloidézy ma nejvéetsi vyznam
scintigrafie s osteotropnim radiofarmakem.

* Pri pozitivni scintigrafii a negativnim testu na monoklonalni
gamapatii mizeme stanovit diagnozu transthyretinové
kardiomyopatie neinvazivnée. V ostatnich pripadech je nutna biopsie.

* U pacientU s renalni insuficienci stoupa fyziologicky pomér kappa a
lambda retézcl. Podle stupné CHRI Ize akceptovat pri neinvazivni
diagnostice TTR kardiomyopatie pomér kappa/lambda az do 3.1.
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