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PEARS - myslenka na individualiozované reseni

Tal Golesworthy - Marfantiv syndrom
= PEARS - Personalised External Aortic Root Support

= polyesterova sitka kolem korene a asc. aorty

= individualizace tvaru dle CT

= preventivni/kurativni vykon
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Aneurysma aorty — co je cilem lécby?

Cil? Zabranit dilataci/disekci! typu A - vzestupné aorty

20-50% zemre nez se dostane do nemocnice/kardiochirurgii

Mahase, BMJ 2020; 368 :m304

50 % nelécenych typ A zemre do 48 hod - mortalita 1-2 % / hod

= 30 denni mortalita po operaci 5-24%

Gudbjartsson,. Scandinavian Cardiovascular Journal, 2020, 54.1: 1-13.
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Chirurgicka lécba

*Risk factors (RF)
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Rizikové faktory disekce

=  hypertenze

= bikuspidni Ao chlopen

= degenerace/zdnét onemocnéni aortalni stény
= aterosklerdza

= geneticky podminéni aortopatie

Marfan, Ehlers-Danlos, Loeys-Dietz syndrom, Ef>

Turner ... ACTA2, MYH11, MYLK, PRKG...
= tupé trauma
= polycysticka choroba ledvin
= koarktace
= jatrogenni

spojené s vysokou vaskularni
morbiditou/mortalitou

mladi

bez pritomnosti klasickych RF

4

Nejen dilatace/rozmér aorty!

indikace k operacnimu reseni:
agresivita mutace

dynamika rustu aorty

RA disekce v mladém veku
fenotyp aorty
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Hranice pro vykon na aorté

fenotyp dilatace
ascendentni aorty
nad STJ (70 %)

fenotyp dilatace korene
i ascendentni aorty
(variabilni)

= Marfan + RF (lla) =  Marfan (l) izolované
eupditce g = TGFBR 1,2 mutace = BAV root (I) aneurysma
= konkomitantni vykon || = BAV asc. + RF (lla) BAV asc. (l)
=  TAV low-risk(lla) TAV root (I)

< 40 mm 42 mm 45 mm 50 mm 52mm 55 mm
= PRKG1 +RF = ACT2+RF = ACTA2 = TAV asc. (lla)
"  PRKG1 = MYLK,
MYH11

= Loeys-Dietz syndrom (40-50mm) — podle patogenni varianty
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RSN
Hranice pro vykon na aorté

< 40 mm 42 mm 45 mm 50 mm 52mm 55 mm >

* PRKG1 +RF = ACT2+RF = Marfan + RF (lla) =  Marfan (l) =  TAV asc. (lla) " jzolované
= PRKG1 = TGFBR 1,2 mutace =  BAV root (l) aneurysma
= konkomitantni vykon || = BAV asc. + RF (lla) = BAV asc. (l)
= TAV low-risk(lla) = TAV root (I)
= ACTA2
= MYLK,
MYH11
= Loeys-Dietz syndrom (40-50mm) — podle patogenni varianty _orok pOZdéji
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Predikce disekce aorty typu A

JOURNAL OF THE AMERICAN COLLEGE OF CARDIOLOGY VOL. BO, NO. 24, 2022
® 2022 BY THE AMERICAN COLLEGE OF CARDIOLOGY FOUNDATION

AND THE AMERICAN HEART ASSOCIATION, INC.

PUBLISHED BY ELSEVIER

CLINICAL PRACTICE GUIDELINE

2022 ACC/AHA Guideline for the R
Diagnosis and Management of
Aortic Disease

FIGURE 5 Relative Risk of Aortic Dissection by Size Range
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The relative risk of aortic dissection begins to increase appreciably at a diameter of 4.0 cm to 4.4 cm and then increases dramatically at a diameter
of =4.5 cm. Reprinted from Paruchuri et al.” Copyright 2005, with permission from Karger Publishers, Basel Switzerland.

.. In asymptomatic patients with aneurysms of the aortic root or ascending aorta who have a maximum
diameter of 25.0 cm, surgery is reasonable when performed by experienced surgeons in a Multidisci-
plinary Aortic Team.'*”
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Posun k preventivni chirurgické lécbe - individualizované reseni
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Individualizované reseni
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Implantace PEARS

T CKTCH Cena kadiaresklam



Implanace PEARS
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Implantace PEARS
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Implantace PEARS
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PEARS - celosvétovy report

01. kvétna 2025

n=1317 (363 Zzen, 956 muzu), 3-80 let
MFS, bikuspidni aortopatie, L-D sy, Turner sy, E-D sy, MYBCP3, ACTA2 mutace, TGA,
Ross/PEARS 250
79% bez mimotélniho obéhu

M ExoVascs ™ Centres
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#1 > 20 let
50 pacientd > 10 let
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bez akutni disekce u implantovanych pacientt
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Soubor CKTCH

03/2018-05/2025
87 implantaci (9x Ross/PEARS)
19 Zen; @ vék: 48,4 (13-80let)

14x Marfantiv syndrom
40x bikuspidni chlopen

1x Turnerdv syndrom

2x L-D syndrom

1x E-D syndrom

mutace MYBPC3, HYM11], ...

max. rozmér aorty (bulbus, AA) — @- 49,9mm (40-57)

78% bez ECC
8x +MVP
4x +CABG

1x reoperace — progrese AoS — SAVR bez vykonu na aorté
bez akutni disekce

nepublikovand data
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Shrnuti

chybi randomizované studie - chybi jasna opora v guidelines
= Uroven dikazu C — shoda odbornikt, malé soubory,
retrospektivni, registry

= stratifikace rizika

PEARS

= prevence fatalni komplikace

= ycashé reseni

* bez nutnosti ECC/bez zdkroku na nativni chlopni
= bez antikoagulace

= zachovava endotel nativni aorty
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