Kazuistiky

Filip Koubek

Ambulance vrozenych srdecnich vad v dospélosti,
Klinika kardiovaskularni chirurgie FN Motol



—St.p. korekci na drovni sini dle Senninga

(Mustarda)
— St.p. Rastelliho korekci (pri koincidenci s VSD)

—St.p. korekci na urovni velkych tepen
(Arterialni switch dle Jateneho)



ystém intraatrialnich tunelu — systémovy zilni
navrat sveden k mitralni chlopni a LK, plicni
Zily k trikuspidalni chlopni a PK

* Prava komora s trikuspidalni chlopni jsou
systémové x Leva komora s mitralni chlopni
jsou v subpulmonalni pozici

e Velké tepny ponechany




Surgery for transposition of the great arteries — Senning operation

A baffle

(or channel) is
created to redirect
the blood flow
within the heart

Pre surgical anatomy After Senning procedure



* Vambulanci VSV pro dospélé od r. 2010

* Posledni kontrola v 3/2017:

— Subj. Asymptomaticky, rekreacné sportuje, jezdi na kole,
bez limitaci, pouze obcas palpitace (vecCer pri usinani —
popisuje jako , kratké zastaveni rytmu®)

— Obj.: 183cm, 75kg, TK 130/85, Sp0O2 97%

— Fyzikalné: obvykla jizva po sternotomii, posl. systol. Selest
3/6 vlevo parasternalné cca 4. mezizebri
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nmotnost. 79,/ Kg, vyska. 169 Cim

TF [1/min] TK na PHK [mmHg] Sp02 [%)] RPE

V klidu:  vleze po 5 min 55 130/85
vsedé na ergometru 70 120/70 96
V zatézi: a) zatéz staticka 57 160/100
b) zatéz dynamicka
1.0 W/kg 3 min 86 140/80 97 7-8
2.0 W/kg 3 min 100 160/75 98 1
maximalni zatéZ stupriované od 2.0 W/kg do (230W) 3,1 W/kg za 3:10 min
150 200/75 95 15-16
Zotaveni: 3 min 78 140/80 96
5 min 71 120/80 97

Subjektivné: bez obtizi, zatéz kon&i pro celkovou Unavu, rano se nenasnidal.

Objektivné: dychani volné, klZe rizova.

EKG Klidové: v.s. sinusovy rytmus s vyraznou respir. arytmii (?), bradykardie, f= 57, el. osa QRS -170°, PR 0.20.
QRS 0.10, RVH, V1-V3 naznaéeny desc. deprese ST

EKG v z4tézi: bez arytmii, v maximu 3-4 mm deprese ST ve V1, V2, V3. Po 3 minutach se vraci k klidovemu
obrazu

VO2peak 36 mlimin/kg (- 0.8 SD) pfi RER 1,0, VD/VT v zatezi klesa (neni nepomér ventilace/perfuze).
Saturace Hb neklesa pod 96%.



enning —

e Echokardiografie:




TGA — Senning — Kazuistika €.1
* Echokardiografie PLAX

TOSHIBA 900§170404:NIKL ONDREJ 15/03/2017
HospitalName 12:36:36
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TGA — Senning — Kazuistika €.1
* Echokardiografie PSAX

TOSHIBA 900§170404: NIKL ONDREJ 15/03/2017
HospitalName 12:37:03




TGA — Senning — Kazuistika €.1
* Echokardiografie A4C

9006170404:NIKL ONDREJ 15/03/2017
e HospitalName ™59 12:39:50
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TGA — Senning — Kazuistika €.1

* Echokardiografie A4C

A 9006170404:NIKL ONDREJ 15/03/2017
HospitalName 49  12:38:20
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— Zejm. objektivni zdatnost je dobra — max. spotreba
02 36ml/kg/min (-0,8 SD)

— EFPK (systémové komory) je nizka /cca 30%,
vyhledoveé zvazovana trikuspidalni
plastika/nahrada by vedla k vysokému riziku
selhani PK

— Vyhled....Ize zvazit CRT pravé komory pfi zhorseni
symptomu....Tx



Indications for Intervention in Transposition
of the Great Arteries After Atrial Switch (1)

Indications for surgical intervention Classr . [lavelh

e Valve repair or replacement should be performed in patients with severe symptomatic
systemic (tricuspid) AV valve regurgitation without significant ventricular dysfunction 55
(RVEF 2 45%).

e Significant systemic ventricular dysfunction, with or without TR, should be treated
conservatively or eventually with cardiac transplantation.

e LVOTO if symptomatic or if LV function deteriorates should be treated surgically.

e |In symptomatic pulmonary venous obstruction surgical repair (catheter intervention
rarely possible) should be performed.

e Symptomatic patients with baffle stenosis not amenable for catheter intervention
should be treated surgically.

e Symptomatic patients with baffle leaks not amenable for catheter intervention should
be treated surgically.

e Valve repair or replacement should be considered for severe asymptomatic systemic |
(tricuspid) AV valve regurgitation without significant ventricular dysfunction
(RVEF 2 45%).

e Pulmonary artery banding in adult patients, to create septal shift, or a left ventricular

training with subsequent arterial switch, is currently experimental and should be
avoided.

O O 0 000

(9]

a = class of recommendation. b = level of evidence. AV = atrioventricular; L-R shunt = left-to-right shunt;
LV = Left ventricle; LVOTO = left ventricular outflow tract obstruction; RVEF = right ventricular ejection fraction;
TR = tricuspid regurgitation.

EUROPEAN

www.escardio.org/guidelines Journal 2010; doi:10.1093/eurhearjlehq249  socier o
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Indications for Intervention in Transposition
of the Great Arteries After Atrial Switch (2)

Indications for catheter intervention

Class? Level?

e Stenting should be performed in symptomatic patients with baffle stenosis. C
e Stenting (covered) or device closure should be performed in symptomatic

patients with baffle leaks and substantial cyanosis at rest or during exercice. C
e Stenting (covered) or device closure should be performed in patients with

baffle leaks and symptoms due to L-R shunt. c
e Stenting (covered) or device closure should be considered in asymptomatic

patients with baffle leaks with substantial ventricular volume overload due to c

L-R shunt.

e Stenting should be considered in asymptomatic patients with baffle stenosis
who require a PM treatment.

e Stenting may be considered in other asymptomatic patients with baffle
stenosis.

= class of recommendation. b = level of evidence.
AV atrioventricular; L-R shunt = left-to-right shunt; LV = Left ventncle LVOTO = left ventricular outflow tract obstruction:;
PM = pacemaker; RVEF = right ventricular ejection fracti cuspid regurgitation.

EUROPEAN
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e V dospélosti vidame zridka (izolovanou a drive
neosetrenou) vyznamnou stenozu

s 7

e Stendza muze byt pritomna na vSech etazich

e Casto soudasti jinych VVV (sy Noonanové,
even. Williamsova syndromu)



’

vyrazena, od r. 1996 opét sledovana ve
spadové ambulanci

* Posledni kontrola v 10/2016:
— Subj. NYHA Il (obtize kolisavé, etiol. multifaktorialni)
— Obj.: 165cm, 85kg, TK 140/80, SpO2 97%

— Fyzikalné: obezita (BMI 31), posl. systol. Selest 4/6 nad AP
- vlevo parasternalné cca 2. mezizebri






TF [1/min] TK na PHK [mmHg] Sp02 [%] RPE [6-20]

V Klidu;  vleze po 5 min 72 160/95 opakované
vsedeé na ergometru 85 180/100 98
V zatézi:  a) zatéz staticka - 200/110
b) zatéz dynamicka
1.0 W/kg 3 min 132 220110 98 11
1.5 W/kg 3 min 158 240/100 98 17
maximalni zatéz stupfiované od 1,5 W/kg do 1,9 W/kg za 3 min
165 2501110 98 17
Zotaveni: 3 min 135 170/890 98
5 min 124 160/90 -

Subjektivné: zatéz konéi pro ventilaéni limitaci, vyraznou dusnost na cileny dotaz neguje, bez limitujici unavy svall

DKK

Objektivng: dychani volné, bez vedlejsich fenomend, kuze ruzova.

EKG klidové: pravidelny sinusovy rytmus, el. osa QRS vertikalni, PZV3/4, PQ 0,16, QRS 0,10, bez znamek
hypertrofie komor, ST isoel., T posit. QTc pravitkem pod 430ms

EKG v zatézi: bez arytmii, bez patologickych zmén ST-T.
VO2max 27,0 mlimin/kg (-0,2SD), VDVT v zatézi klesa (neni nepomér ventilace/perfuze).
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PS — Kazuistika C.2

* Echokardiografie
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PS — Kazuistika C.2

* Echokardiografie

7062022088 NEMCOVA EVA 18/10/2016
HospitalName Heart 1 13:19:08

TOSHIBA




PS — Kazuistika C.2

* Echokardiografie

7062022088 NEMCOVA EVA 18/10/2016
HospitalName Heart 1 13:25:29

TOSHIBA
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PS — Kazuistika €.2
Echokardiografie

TOSHIBA 7062022088:NEMCOVA EVA 18/10/2016

HospitalName 13:25:04

69.2
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PS — Kazuistika C.2

* Echokardiografie

7062022088 NEMCOVA EVA 18/10/2016
HospitalName 13:21:48

TOSHIBA




MR srdce: 21.03.2016
VySetfeni provedeno v z&kladnich rovinach a rovinach srdce v Trufisp, CineTrufisp, Flow pfes aortu, plicnici, Mr
angiografie nativni a pfi aplikaci 15 ml. Gadovist iv, T1/IR late enhancement
Srdce je uloZeno vlevo. Obvykla anatomie srdeénich 0ddild, hrani¢ni velikost PK, jinak oiddily bez dilatace.
LVEDd 40 mm, RVEDd 32 mm, LA 24 mm. RA 29 mm.
Visuelng kinetika obou komor je normaini. Septum se kontrahuje normainé.
Mitralni a trikuspidalni chlopen bez zjevné vady.
Objemove parametry : nelze validn& zméfit pro artefakty, uvadim jen diastolické objemy, které nejvice odpovidaji
realité.
LK: EDV 46 ml/m2 ; PK: EDV 48 ml/m2
Plicnice odstupuje z pravé komory. Artefakt urychleni toku v systole i regurgitacni artefakt. Kmen plicnice 34.8 x
28.8 mm.
LPA v odstupu 29.2 x 25.5 mm, v periferii pfed vétvenim 27.5 x 25.9mm. RPAv odstupu 21.5x 19.2mm. , v
periferii pfed vétvenim 24.1 x 21.3 mm.
Aorta normalniho priibéhu a $ife, $tihla.
Anulus aorty 18 mm, siny 28 mm, junkce 21 mm, vzestupna aorta 28 mm, sestupna aorta 21 mm.
gx‘é guﬂsp hyperintenzni loZiska 9 @ 6 mm v pravém jaternim laloku
VER:

- kombinovana pulmonalini vada; kmen plicnice a vétve stenos; hraniéni velikost PK
- objemy a pritoky nelze dobfe uréit pro problémy pii nabéru dat - mnohogetné artefakty z toku
- dve loZiska v pravém jaternim laloku, vs. cysty jaterni 5

MUDr. Suchanek Vojtéch




— Objektivni zdatnost je slusSna — max. spotreba 02
27ml/kg/min (-0,2 SD)

— Gradient na pulmonalni stendze je t.C.
nevyznamny (37/20mmHg)

— Vyhled....pri progresi gradientu zvazit katetrizacni
valvuloplastiku



Indications for Intervention in Right
Ventricular Outflow Tract Obstruction

Class® Level®?

e RVOTO at any level should be repaired regardless of symptoms when
Doppler peak gradient is > 64 mmHg (peak velocity > 4 m/s), provided
that RV function is normal and no valve substitute is required.

e |nvalvular PS, balloon valvotomy should be the intervention of choice.

e [n asymptomatic patients in whom balloon valvotomy is ineffective and
surgical valve replacement is the only option, surgery should be performed
in the presence of a systolic RVP > 80 mmHg (TR velocity > 4.3 m/sec).

e [ntervention in patients with gradient < 64 mmHg should be considered
in the presence of symptoms related to PS or decreased RV function or
double chambered RV (which is usually progressive) or important
arrhythmias or right-to-left shunting via an ASD or VSD.

e Peripheral PS, regardless of symptoms, should be considered for repair
if > 50% diameter narrowing and RV systolic pressure > 50 mmHg and/or
lung perfusion abnormalities are present.

a = class of recommendation. b = level of evidence.
ASD = atrial septal defect; PS = pulmonary stenosis; RV = rlght ventncle RVOTO = right ventricular outflow
tract obstruction; RVP = right ventricular pressure; sgurgitation; VSD = ventricular septal defect. @

EUROPEAN
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Dékuji za pozornost!



