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amyloidoza vcera, dnes a
zitra
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Srdecni amyloidoéza

» Depozice amyloidnich fibril v myokardu

» Strukturalni a funkéni postizeni myokardu

AL a TTR amyloidéza = 95% pfipadu postizeni srdce

Zdravé srdce ATTR-CM

1. Nativi-Nicolau J, Maurer MS. Curr Opin Cardiol. 2018;33(5):571-579. 2. Stewart M, et al. Neurol Ther. 2018;7:349-364. 3. Maurer MS, et al. Circulation. 2017;135:1357-1377. 4.
Connors LH, et al. Circulation. 2016;133:282-290; 5. Grogan M, et al. J Am Coll Cardiol. 2016;68(10):1014-1020.




Transthyretinova amyloidoza

* Progresivni stradave onemocneni

*\/zacné onemocneni Vvs. velmi cCasto prehlizena priCina srdecniho
selhani?

\Wild-type (senilni) transthyretinova amyloidéza (ATTRwt)
— akumulace ,wild-type” transthyretinu

» Hereditarni transthyretinova amyloidéza (ATTRh, ATTRv)
— patogenni mutace transthyretinu




Vzacne vs. poddiagnostikovaneé
onemocnheéni

- Misdiagnosis in ATTRwt amyloidosis
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U vice nez 57% hATTR a 39% wtATTR byva stanovena spatna
diagnéza

Gonzalez-Lopez E, et al. Eur Heart J 2017;38:1895-1904




Wild-type transthyretin amyloidosis as a cause
of heart failure with preserved ejection fraction

Screening ATTR ul20 HFPEF pts > 60 let s LVH pomoci DPD scintigrafie

HF + LVEF2 50% + MWT212mm
164 patients

44 patients refuse to
participate

#mic.DPD SCINTIGRAPHY
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104 patients (86.6%) 16 patients (13.3%)

TTR Genetic testing
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Gonzales-Lopez E et al., Eur Heart J 2015; 36

/A%




Unveiling transthyretin cardiac amyloidosis

and its predictors among elderly patients with
severe aortic stenosis undergoing transcatheter
aortic valve replacement

Screening ATTR u 151 pts > 65 yrs indikovanych k TAVI pomoci PYP scintigrafie

Prevalence of ATTR-CA
All Patients

ATTR-CA
16%

No ATTR-CA
84%

Castano A et al., EHJ 2017;38




- . e . . Natural History of Wild-Type
Clinical characteristics of wild-type transthyretin T T e T

cardiac amyloidosis: disproving myths and Risk Stratification Using a
Novel Staging System

Table | Baseline, diagnostic and clinical characteris-
tics of patients with ATTRwt included in the study

(N =108)
Total TABLE 1 Baseline Characteristics of Patients With
(N = 108) Antemortem Diagnosis of ATTRwt (N = 360)

Baseline characteristics n or n (%) Median (Q1, Q3)
Female sex 20 (18.5%) Age, yrs 75.5 (71.0, 81.0)
Age at symptoms onset 773+t8[N=104 <60 5(1.3)

Diagnostic characteristics 61-70 61 (17)

Age at diagnosis /86x8[N=107 71-80 177 (49)
80-90 14 (32)
> 90 3()
Male 327 (91)
Gonzales-Lopez E et al., Eur Heart J 2017;38 Grogan M et al., JACC 2016;68
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Vyvoj poctu nemocnych
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https://doi.org/10.1161/CIRCULATIONAHA.118.038169

Stagingoveé systémy u srdecni amyloidozy

ATTR Amyloidosis

Mayo: Stage 13
Cutoffs:
NTproBNP: 3000 ng/L
<TnT: 0.05 ng/mL

pubmed.ncbinlm.nih.gov/27 585505 /

Stage 2 . .
S O 2 S 9 Columbia Staging
NTproBINP < 3000 ng/L NTpro8iP > 3000 ng/L NTpeoBNP > 3000 ng/L o ]
AND CR AND Stage | 1-3 points
<TnT <0.05 cTnT >0.05 <TnT >0.05 .
Stage |l 4-6 points
Stage lI 7-9 points
NAC/UK: Stage 13 Mayo score + diuretic dose + NYHA functional class
Cutoffs:

NTproBNP: 3000 ng/L
eGFR: 45 mL/min
pubmed.ncbinlmnih.gov/29048471/

Stage 2
NTpENP < 3000 NTpENP = 3000 NTp3NP > 3000
AND CR AND
eGFR = 45 eGFR < 45 «GFR <45




Charakteristika souboru

Cilem nasi prace bylo porovnat stav pacienti referovanych pro
transthyretinovou amyloidézu v dobé, kdy nebyla dostupna specificka
terapie, diagnostika a povédomi o tomto systémovem onemocneéni, oproti

soucasnosti.

2015-2020 2021-2025

Celkem 22 73
Priumeérny vék 81,5 79
Muzi 72% 86%
Zeny 28% 14%
Wild-type 96% 98%
Hereditarni 4% 2%




Vyvoj poctu nemocnych

40
35
30
25
20
15
10

5

0
2015 2016 2017 2018 2019 2020 2021 2022 2023 2024 2025




NYHA
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NAC
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Specificka terapie
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Diagnostika amyloidozy vyzaduje komplexni pfistup se zhodnocenim celkového
klinického obrazu véetné vyjadrenych red flags a také kombinaci laboratornich a

zobrazovacich metod
V¢Easné stanoveni diagnoézy je nezbytné pro zahajeni specifické lécby a ovlivnéni prognézy
nasich pacient

V prubéhu ¢asu je patrny narust povédomi o tomto onemocnéni a s tim i spojeny narust
pocéta referovanych pacientu, ktefi jsou odhaleni v ¢éasnéjsich fazich onemocnéni

Otazkou do budoucna zlistava dalsSi rozvoj specifickych terapeutickych moznosti a
algoritmu pro sledovani efektu Ié€by
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ekuji za pozornost.
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