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Prevalence vrozeniyjch srdecnich vad
6-8/1000 zivé narozenych

40% vSech vrozenych vad
41% defekt komorového septa
9% defekt sinového septa

5-6% oteviena tepenna ducej, aortalni
sten6za,pulmonalni stend6za, koarktace aorty

5% transpozice velkych cév
4% Fallotova tetralogie
20% ostatni



Samdnek M, Voriskovd M.

Congenital heart disease among 815569 Children
Born Between 1980-1990 and Their 15-year
Survival. A prospective Bohemian Survival Study

Pediatric Cardiology 20(6):411-417, 1992

815 569 déti narozenych v letech 1980-1990,
klinické vysetfeni pediatrem p¥i narozeni, v
6 tydnech a 5 letech, pfi podezieni na VSV
vySetifeno echokardiograficky v DKC FNM

Vrozena srdec¢ni vada zjisténa u 5030 déti
6,16 na 1000 zivé narozenych déti



Sadanek M, Benesovd D, Goetzovd J , Hrycejova I.
Distribution of age at death in children with
congenital heart disease who died before the age of 15
Br Heart | , 1988;59:581-5

Déti zemrelé a vSechny pitvané pred rokem
1952 - 1979, 946 déti s VSV bez operace
90% prezivalo 1. tyden
86% 1. mésic
74% 6. mésic
71% 1.rok
67% 15 let



Vrozené srdecni vady u dospélijch

Patients Reaching Adulthood
With Congenital Heart Disease

1,300,000

20,000 new: patients per year
3% increase per year
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Survival to 18 years of age with CHD
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Vrozené srdecni vady u dospélijch

90%0 pacienti s VSV preziva do dospélosti
ve srovnani s 20% pred 50 lety a dozivaji
se véku kardiovaskularnich komplikaci
bézné populace

V Evropé 1,2 milionu a v USA 1,5 milionu
s 5% narustem kazdy rok

Dospélych s VSV je v CR asi 30 000



Casopis In vitro : Pediatricka kardiologia
- najdoleZitejsie milniky - 31. OKTOBER 2017

»Z 550 deti, ktoré sa v DKC kaZdy rok podrobia
nejakému liecebnému zakroku, sa 85 %

(470 pacientov) doZije dospelosti. PribliZne
polovica z tychto pacientov (235 pacientov rocne)
potrebuje specializovanii kardiologickii
starostlivost a/alebo dalsi vijkon. Z tejto tivahy
vyplyva, Ze uz dnes kazdy rok pribudne do
starostlivosti kardiologov dospelej populicie na
Slovensku priblizZne 230 dospelych pacientov

s vrodenou srdcovou chybou (GUCH pacienti -
Grown Up Congenital Heart pacienti)”



ACC/AHA Guideline

ACC/AHA 2008 Guidelines for the Management of Adults
With Congenital Heart Disease: Executive Summary

A Report of the American College of Cardiology/American Heart Association
Task Force on Practice Guidelines (Writing Committee to Develop Guidelines

for the Management of Adults With Congenital Heart Disease)

Developed in Collaboration With the American Society of Echocardiography, Heart Rhythm Society,
International Society for Adult Congenital Heart Disease, Society for Cardiovascular Angiography and
Interventions, and Society of Thoracic Surgeons
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Vrozené srdecni vady u dospélijch

{

ELSEVIER

Canadian Journal of Cardi ”I':’?.':.'-"' 29 (2013) 757758

Editorial

Congenital Heart Disease and Coronary Atherosclerosis:
A Looming Concern?




Potencialni mechanismus kardlovaskularmch
onemocnéni u dospélych s VSV

American  American

Heart | Stroke

Congenital Heart Disease

Fetal circulatory abnormalities
Neonatal/childhood cyanosis
Volume and/or pressure loading

Surgical repair Congenital
Atherosclerotic Transcatheter interventions malformation

risk factors (coronary anomalies)
Ischemia and reperfusion during surgery

Genetic syndrome
Repeated vascular access

Residual shunts or valve dysfunction
Atrial/ventricular incisions

Coronary artery manipulation
Coronary.artery.distortion

George K. Lui et al.§ Am Heart Assofc 2014737001076
Cardiovascular Disease




Vrozené srdecni vady u dospélijch

Morbidita a mortalita je nejcastéji
zpusobena kardialnim selhanim pro
rezidualni nalezy (ventrikularni
dysfunkce, chlopenni vady, shunty a
arytmie)

Rizikové faktory aterosklerozy (obezita,
hypertenze, dyslipidémie, diabetes,
koureni,snizena fyzicka aktivita)
zhorsuji prognozu



Jaky je vyskyt rizikovych
faktori aterosklerozy

a jaka je morbidita a mortalita
na komplikace aterosklerozy u
dospélych pacientii s VSV oproti
normalni populaci?



Pacienti s cyanotickou VSV

Circulation Journal UHl G'NAL J'-IIHTlCLE

Ofhicial Journal of the Japanese Circulation Society
http: //www. j-circ.or.jp Pediatric Cardiology and Adult Congenital Heart Disease

Atherosclerosis in Patients
With Cyanotic Congenital Heart Di

Mariélle GJ Duffels, MD, PhD; Karlijn M Mulder, BSc; Mieke D Trip, MD, PhD;
Erik de Groot, MD, PhD; Johan Gort, BSc; Arie PJ van Dijk, MD, PhD;

Elke S Hoendermis, MD: Luciano Daliento, MD, PhD: Aeiko H Zwinderman, PhD:
Rolf MF Berger, MD, PhD; Barbara JM Mulder, MD, PhD
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Pacienti s cyanotickou VSV

54 pacientu ve véku 19-60 let
(o 38 let)

z toho 19 pacientu s Downovym
syndromem

Dg: Eisenmengruv sy., pulmonalni
atresie, spolecna komora, DORV

Meéreni cIMT a laboratorni vySetfeni




Pacienti s cyanotickou VSV

Pacienti s cyanotickou VSV méli nizsi
cIMT a snizené riziko vyvoje aterosklerozy

Pfi¢ina :
751 vyskyt hypertenze
nizsi hladina cholesterolu
hyperbilirubinéme




Pacienti s cyanotickou VSV

Subclinical atherosclerosis in patients

with cyanotic congenital heart disease.

Tarp JB1, Sergaard MH?, Christoffersen C3, Jensen AS?, Sillesen
H?, Celermajer D>, Eriksson P¢, Estensen ME’, Nagy E8, Holstein-
Rathlou NH?, Engstrem T, Sgndergaard L°.

Int J Cardiol. 3. pii: S0167-5273(18)32646-9. doi:
10.1016/j.ijcard.2018.08.104. [Epub ahead of print]
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Pacienti s cyanotickou VSV

74 pacientu s cyanotickou srde¢ni vadou
(pramérny vék 50 let)
Nebyl rozdil v kalciovém skore, cIMT

a hladiné lipidu ve srovnani s kontrolni
skupinou



Vrozené srdecni vady u dospélijch
kalkulace KV rizika

Risk Estimates for Atherosclerotic Cardiovascular Disease ()
In Adults With Congenital Heart Disease

Crags¥ark

George K. Lui, MD*"“** Tan S. Rogers, MD, MPH"", Victoria Y. Ding, MS®, Haley K. Hedlin, PhD",
Kirstie MacMillen, BS', David J. Maron, MD*, Christy Sillman, RN, MSN®, Anitra Romfh, MD™",
Tara C. Dade, MSHS, PA-C", Christiane Haeffele, MD, MPH", Stafford R. Grady, MD".

Doff B. McElhinney, MD', Daniel J. Murphy, MD", and Susan M. Fernandes, LPD, PA-C*"*

(Am J Cardiol 2017;119:112—-118)




Vrozené srdecni vady u dospélijch

kalkulace KV rizika

178 pacientu, O 37 let

1 rizikovy faktor 70%, necastéji obezita a
hypertenze

Framingham study CVD risk assessment

Reynolds risk score
ASCVD score

90% meélo <10% risk score



Laboratorni nalezy oproti
kontrolni skupiné

TC HDL LDL TG glu HbA1 hs-
CRP

117% [28% 12% 111% 117% 128% 130%




Vrozené srdecni vady u dospélijch
a metabolicky syndrom
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Metabolic Syndrome in Adults With Congenital Heart Disease

Jason F. Deen, MD; Eric V. Krieger, MD; April E. Slee, MS; Alex Arslan, BS; David Arterburn, MD, MPH; Karen K. Stout, MD;,
Michael A. Portman, MD

(/ Am Heart Assoc. 2016;5:e001132 doi: 10.1161/JAHA.114.001132)



Vrozené srdecni vady u dospélijch
a metabolicky syndrom

448 pacientu s VSV a stejna kontrolni
skupina (vybrana z 150 104 dospélych)
prumérny vék 32,4 £11,3 let, 51,3 % Zeny
Obezita 16,1% x 16,7%kontroly

Metabolicky syndrom prokazan u 15,0%
pacientui s VSV x 7,4% kontroly,

OR 1.82, CI 1.25-2.65



Myocardial Infarction in Adults
With Congenital Heart Disease

MortenOlsenMD,PhDr BradleyMarinoMDrJonath
Kaltm, MD' HenningLaursenMD,,
The American Journal of Cardiology

Volume 120, Issue 12, 15 December 2017, Pages
2272-2277



http://www.sciencedirect.com/science/journal/00029149
http://www.sciencedirect.com/science/journal/00029149/120/12

Virozené srdecni vady a infarkt

myokardu

10 501 pacienta s VSV dg. 1963 az 2012 a
prezivali ve véku 30 let v Danském narodnim
registru

sledovali kumulativni riziko vzniku IM a 30
denni amrtnost na IM v 70letech véku

kumulativni incidence IM byla 10% proti 6,5%
u kontrol , HR bylo 2,0 (95% CI 1.7 to 2.3).

30 denni mortalita byla u 296 pacientti s VSV
18% (HR 1,4),u komplexnich vad (HR 2,7)




Vrozené srdecni vady a familiarni
hypercholesterolémie



Kazuistika 2 : EEM.S, nar. 24. 6. 2001

Osobni anamnéza:

p-h. 3000g, v 6 tydnech operace
koarktace aorty, anastomoza

end-to-end, dale bez obtizi, prospiva

v 6-ti letech v r. 2007 pro progredujici
gradient resekce subaortalni
membrany



Kazuistika 2 : EMS, nar. 24. 6. 2001

vySetfeni predoperacni TC 10,84 mmol/1

RA: matka FH, otec a sourozenci
matky FH
prvni klinické komplikace v rodiné
od 55 let



Kazuistika 2 : EMS, nar. 24. 6. 2001
Operacni nalez:
Asi 6 mm pod Ao chlopni stredné tuha
semicirkularni membrana

2-6 mm, zuzuje LVOTO na 8 mm*“
,V intimé stény aorty loziska s deposity
cholesterolu-jemné tukové platy 10-15
mm, zvlasté v oblasti sinust
bikuspidalni Ao chlopné a tésné nad
nimi.

Prof. MUDrx. T. Tlaskal, CSc., Kardiocentrum FN Motol



Ateroskleroticky plat v aorte




Kazuistika 2 : EMS, nar. 24. 6. 2001

Zahajena lécba atorvastatinem

v 8 letech

Pravidelné kontroly kardiologické
i laboratorni 1x za 6 mésicu

Dietni intervence, pfimérena
sportovni aktivita



Zaover

Narusta pocet dospélych s VSV

Pacienti s VSV jsou v dospélosti ohrozeni
predcasnou ateroskler6zou

Rizikové faktory se u nich vyskytuji
castéji

Je nutné se zameérit na véasnou prevenci
a lécbu vsech rizikovych faktoru pri
kazdé kardiologické kontrole a to uz od
détstvi, zvlasté u pacientt s FH



