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Transpozice velkych tepen

/ pravé komory odstupuje aorta
Z levé komory odstupuje plicnice

ccTGA

 Druha nejcastéjsi cyanoticka VSV ¢ Vzacna

e Systéemovy a plicni obéh paralelné <« Syst. a plic. obéh v sérii

 Neoperovana — kriticka * Teoreticky muze byt
nepoznana do dospélosti



norma ccTGA neoperovana TGA neoperovana
TGA arterialni switch TGA atrialni switch
TGA Rastelll (REV N|ka|doh)




TGA po atrialnim switchi v dospélosti —

nejcastejsi komplikace




Dysfunkce systémove prave komory,
Trikuspidalni regurgitace - patofyziologie
e Selhani myokardu PK

* oproti LK jiny tvar, longitudinalni vlakna, {, koron.zasobeni

» Tafterload - PK hypertrofuje—> | koron.rezerva -, { koron. zasobeni—>fibroza
* event. perioperacni poskozeni

e Systémova AV-regurgitace [trikuspidalni)
* Shift IVS doleva, dilatace PK

e Zhorseni Tri reg.
e Zvysena objemova zatéz

* Dyssynchronie (RBBB + stimulace bradyartmii)

norma nTGA

* Poruseny atrioventrikularni transport sinovymi tunely



Dysfunkce systémove prave komory
Trikuspidalni regurgitace

* Nejzasadnéjsi faktor, ktery limituje progndzu pacient
* Echokardiografie — co nejvice parametru, dulezity vyvoj v ¢ase
* MRI

* Medikamentodzni |écba — , klasicka [éCba“ indikovana pri symptomech
(CAVE BB)

e Siroky QRS komplex (nativni ¢i stimulovany) — resynchronizace
* Nahrada (plastika) trikuspidalni chlopné pred selhanim pravé komory

® OTS In patients with severe systemic (tricuspid) AV
valve regurgitation, without significant ventric-
ular systolic dysfunction (EF >40%), valve lla C
repair or replacement should be considered,

regardless of symptoms.



Dysfunkce sinusoveho uzlu a chronotropni
inkompetence |

e Postincizionalne
* Pravidelna monitorace EKG holterem
e Symptomaticka bradykardie — implantace PM



Supraventrikularni tachyarytmie

* Nejcastéji flutter sini dependentni na cavo-trikuspidalnim isthmu
* Intraatrialni reentry tachykardie — postincizionalni
e Katétrova |écba na prvnim misté pred antiarytmiky
e Obtizny pristup
* Individualni posouzeni nutnosti antikoagulacni terapie




Komoroveé arytmie a nahla srdecni smrt

e Polymorfni KT, FIKO u selhavajici pravé komory
* Monomorfni KT s postincizionalnimi reentry u komplexni TGA

e KT/FIKO spousténa SVT (tachykardie -> nedostatecny preload
hypertrofické RV pres tunely v sinich -> snizeny TO -> ischemie ->
KT/FIKO




Sekundarni prevence NSS

In patients with CHD presenting with sustained
VAs, evaluation for residual lesions or new

e 892,893
structural abnormalities is recommended.

In patients with CHD with not tolerated VT/
aborted CA due to VF, ICD implantation is
indicated after exclusion of reversible

Causes. 342,350

In patients with CHD and recurrent, symptomatic
SMVT or ICD shocks for SMVT not manageable
by medical therapy or ICD reprogramming,
catheter ablation performed in specialized centres

: 899-901
should be considered.”

In selected patients with CHD (including atrial
baffle repair for transposition of the great arteries,
Fontan operation and Ebstein anomaly)
presenting with CA, evaluation and treatment of
SVT with rapid ventricular conduction should be

. 890,895
considered.”

Systemic
venous
return

Morphological RV acts
as systemic ventricle



Primarni prevence NSS

In patients with CHD with presumed arrhythmic
syncope and with either at least moderate

ventricular dysfunction or inducible SMVT on PES,
o 887889.902

lla C

ICD implantation should be consider

In patients with advanced single ventricle or
systemic RV dysfunction with additional risk m c

factors,” ICD implantation may be

considered.??98%1

“Data are sparse and risk factors may be lesion-specific, induding non-sustained VT,
NYHA I/, severe AV valve regurgitation, and wide QR5 =140 ms (transposition of



Stendzy sinovych tunelu, stendzy plicnich
zkraty v sinich

In symptomatic patients with pulmonary In patients with baffle leaks and symptoms due

venous atrium obstruction, surgical repair to L—R shunt, stenting (covered) or device

C
(catheter intervention rarely possible) is closure is recommended when technically
recommended. feasible.
In symptomatic patients with baffle stenosis not In asymptomatic patients with baffle leaks with
amenable 10 catheter intervention, surgical c substantial ventricular volume overload due to
repair is recommended. L—R shunt, stenting (covered) or device clo- lla
In symptomatic patients with baffle leaks not sure should be considered when technically
amenable to catheter-based closure, surgical C .
feasible.
repair is recommended.
S . . In patients with a baffle leak who require a
In symptomatic patients with baffle stenosis,
g . PM/ICD, closure of the baffle leak with a cov-
stenting is recommended when technically C
. ered stent should be considered, when techni- lla
feasible.
TP ratents With el and cally feasible, prior to insertion of transvenous
cyanosis at rest or during exercise, or with leads.
strong suspicion of paradoxical emboli, stent- C In asymptomatic patients with baffle stenosis,

ing (covered) or device closure is recom- stenting may be considered when technically

mended when technically feasible. feasible.



TGA po arterialnim switchi — nejcastéjsi
komplikace




* \lyborna prognoza

* Dilatace neoaortalniho korene s aortalni regurgitaci

 Supravalvarni pulmonalni stendza, sten6za véetvi plicnice

e Stendzy koronarnich tepen

Stenting or surgery (depending on substrate) is

recommended for coronary artery stenosis

causing ischaemia.

MNeo-aortic root surgery should be considered
when the neo-aortic root is >55 mm, providing
average adult stature (for neo-aortic valve replace- lla
ment for severe neo-aortic AR see valvular heart
disease guidelines with spedial considerations®).
Stenting should be considered for PA branch
stenosis, regardless of symptoms, if >50% diam- Ila
eter narrowing and RVSP =50 mmHg and/or

related reduced lung perfusion are present.






TGA po Rastelliho korekci v dospélosti —
nejcastejsi komplikace




* Degenerace konduitu mezi pravou komorou a plicnici

° LVOTO —0 bst ru kce to ku d O ao rty Recommendations Class® Level®
. , , ., , Symptomatic patients with RVSP >60 mmHg
¢ RESldualnl VSD Na OkraJICh Zaplaty (may be lower in case of reduced flow) and/or
. severe PR® should undergo intervention with | C
o AV b I O k’ ad rym e preference for catheter intervention (TPVI) if
anatomically feasible.
L E N d O ka rd it i d a ( ko N d U it) Asymptomatic patients with severe RVOTO and/
or severe PR should be considered for interven-
o Vyh Od N eJ Sl a |te rn at IVOU muze byt tion, preferably catheter intervention (TPVI) if

. . anatomically feasible, when at least one of the
R EV ne bO N I ka I d (@) h following criteria is present:

e Decrease in objective exercise capacity
(CPET).

® Progressive RV dilation to RVESVi
>80 mL/m?, and/or RVEDVi =160 mL/im?, and/

or progression of TR to at least moderate.

lla C

® Progressive RV systolic dysfunction.
e RVSP =80 mmHg.



Vrozené korigovana transpozice velkych tepen
— nejcastejsi komplikace v dospéelosti




Dysfunkce systémove prave komory

Trikuspidalni regurgitace

* Casto abnormalni trikuspidalni chloper

* \\yznamna Tri reg. €asteji nez u TGA po atrialnim switchi

* Rekonstrukce — malokdy uspésna, nahrada metodou volby
* EF RV < 40%, TKsAP nad 50mmHg, Fisi, NYHA IlI-1V — prediktory

mortality po zakroku

In symptomatic patients with severe TR and pre-

served or mildly impaired systemic RV systolic |
function (EF >40%), TV replacement is indicated.

In asymptomatic patients with severe TR and pro-

gressive systemic RV dilatation and/or mildly

impaired systemic RV systolic function (EF >40%), Ha
TV replacement should be considered.

In symptomatic patients with severe TR and more

than mildly reduced systemic RV systolic function Ib

(EF <40%), TV replacement may be considered.



AV blokada

* Prevalence pri narozeni 10%
* Rocni narust o 2%, v padesati letech 50% pacientt AVB lll. st.

 Stimulace subpulmonarni levé komory -> dyssynchronie jiz tak
pretézované systéemove pravé komory -> progrese dysfunkce PK



Shrnuti strategii kardiostimulace u systémové
RV

e Konvencni stimulace subpulmonarni komory

* Resynchronizace
e Upgrade z konvencni stimulace na biventrikularni

* Prosynchronizace
* Primarné biventrikularni stimulace

* Vlybér nejvhodnéjsiho mista stimulace, abychom se
vyhnuli dyssynchronii (stimulace prevodniho systému)




Resynchronizace — na co myslet

* Dlouha expozice stimulaci u mladého pacienta
* Ne kazda technicky mozna varianta je z dlouhodobého hlediska vyhodna

* Nedrzet se striktnich pravidel, pokud jde o indikaci CRT
 Je treba byt proaktivni
* Vyuzit prilezitosti (kardiochirurgicky zakrok)

e Zvazit konkrétni situaci kazdého pacienta
* Elektromechanicka dyssynchronie
* Pouziti stavajicich elektrod

* Riziko kardiostimulacniho systému
* |Infekce, trombdza Zil, stendza tunell (TGA po atridlnim switchi)

e Kazda indikace ke kardiostimulaci musi byt probrana v multidisciplinarnim
tymu



Tachyarytmie

* Pridatné sinokomorové drahy
* Sinové arytmie -> dilatace sini pri vyznamné trikuspidalni regurgitaci
e Kontrola rytmu preferovana pred kontrolou TF

* Preferovana katetrizacni ablace pred dlouhodobym podavanim
antiarytmik

 Komorové arytmie



/aver

* Pacientl s VSV pribyva
e Stale se jedna o malou skupinu pacientu se specifickymi problémy
 Sledovani v centru s dostatecnymi zkusenostmi
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