Malformatii CardiaceCongenitale



Prevalenta

A 1/125 nasteri

A Ceamaifrecventamalformatiecongenitala
A Majoritateanu au ocauzacunoscuta

A Aparin primele 8 saptaminide viata
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Circulatiafetala-> necnatala

1. Cresteraezistentelorsistemice(pierderea
placente)

2. Scadereaezistentelorpulmonare(respiratig

A InchidereaFO
A InchidereaCA



Circulatiafetala-> necnatala

Fetala La 8 ore 24-72 ore



Diferentefata de adult

A Miocardimatur
I Procentmalmare detesut conjunctiv(necontracti)
I Dependentade Caionizatplasmatic

A Volumbataied F A E ¢
A Necesaenergeticmaimare
A Dominantaparasimpatica

A Lactat/ glucozacasursade energie(nu acizi
gras)



Diferentefata de adult

A Consecinte

I DC dependent d&ecventa

| Rezervescazuta

i Raspungparadoxad ifcthemie
I Raspungeduslainotropice




Valorinormale

Ceuetia) v (v

60¢ 100 110170 25-60
3-6 luni 6-8 65¢ 115 105165 25-55
1-4ani 10- 15 70¢ 120 85-150 20-40
6 ¢ 10ani 20¢ 30 80¢ 130 70-135 15-35

Adult 70 95¢ 140 60-120 1525
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Clasificardiziopatologica

Debitpulmonarcrescut
Debitpulmonarscazut

Obstructive faraU d2y

Severeg Incompatibilecu circulatiapostnatala

Dormante/ silentioase



Clasificardiziopatologica

1. Debitpulmonarcrescut

4. Severec Incompatibilecu circulatiapostnatala
5. Dormante/ silentioase




Debitpulmonarm

Sediu

A Venos

A Sept atrial

A JonctiuneaAV

A Sept ventricular
A Ao- AP



DSA

A 10% din MCC
A OS 80%, OP 10%, simasosusl 0%

Primum atrial

Superior sinus septal defect

venosus defect

Secundum atrial
septal defect

Inferior sinus

Inberior Venkicular venosus defect
VRN GV saplum

Coronary sinus
defect



DSA

A Majoritateaasimptomatici/ impact
fiziopatologicminim
A Directiasuntuluidepindede presiuni
A Tratament
I Interventional
I Chirurgical
A Complicatii putine



DSV

A 30%- 40% din MCC
A Doar30%suntizolate
A 90%musculare

A SuntSD important;depindede marime
rezistente eventualeobstructii (Ao saupulm.)




DSV
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arterial

Peri-membranous
Para-membranous
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posterior, mid-
muscular, apical




DSV

Management
A Multe seinchid spontan

A
A
A
A

Risade HTP > 1 arsdu6 luni Down)
Diuretic, IEQuutritie
Profilaxiaendocarditei(?)

nterventional

A Chirurgicalcorectiesaubanding AP



CAVC

A ValvaAVunica

A Gradevariante
I Partial

I Incomplet
I Complet

A OP, DSV, cleft VM




CAP

A Patentaductului> 8saptamini
A 10% din MCC
A 90%izolate ffrecventla prematur

A Fluxuldependent de rezistente(S ; P),
dimensiune

A Consecintehiperafluxpulmonar HTP,
supraincarcardS/VSfurt diastolic



CAP

Terapie

A Conservativ

A Medicamentos Indometacin Ibuprofen
A Interventional

A Chirurgical



TAC

A Vasuniccare emerge din
ambiiventriculi¢ calarepe
septullV




TAC

Collett & Edwards




TAC

A Originecomunaa celor 2 circulatii

A Saturatiiegalein AosiAP

A Presiuniegalein AosiAP

A Debitelesi Qp/Qs dependentede rezistente



TAC

A Initial sunt cianotici, cu ZB0%

A Pe masura cecadRVP creste fluxul ia.
oulmonarasi saturatia

A Suntul D apare si in sistola si in diastola (spre
deosebire de DSV de ex.)

A Apare supraincarcarea de voluninsuficienta
cardiaca

A Insuficienta valvei truncale agraveaza
Insuficientacardiaca




TAC

A Urgentaneonatala

A PREOPMinimizareafluxuluiin pulmonara
(faraO2,hipoventilatie sedare PEEP, diuretic

A CHIRURGICAhchidereaDSVseparareaAp
de Ao, conduct VPAP +f plastiavalvelAo



FenestratidAo-Pulm

A Defect deembriogenezan
ogen S
separareal AC IMA0SIAP

A Comunicaréntre Ao ascsi é
trunchiul AP

A Simptomatologiade la
discretla catastrofic




FenestratidAo-Pulm

A Managament
A Similar TAC, VU cu cipulm. nerestrictiva
A Pemasuracew + t suf@tulm

A Inclinareabalanteisprecirc. sistemica
| Sedarecurarizare

I Hipoventilatie PEEP

I Diuretic

I PGE1QoAQ arcAointrerupt)




Debitpulmonar@

Obstructiein circulatiapulmonarat+ comunicare
Intracardiaca

i dzy' 0 RMX INbhSddkaturaresistemica
[ Al y21 N

- Hipoxie cronica

- > 2,5 g% dexihemoglobina



Debitpulmonar@

. Stenozgulmonara+ DSA

. Stenozgulmonara+ DSVHallof)
. Atrezietricuspida

. BoalaEbstein

. Ventriculunic (doubleinlet) +stenoza
pulmonara



TetralogiaFallot
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1. DSV
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TetralogiaFallot

A Leziunealominantaesteobstructiatract ejectie
VD
A Crizecianogene<- stenozadinamica
| Deshidratare
I Febra
I Agitatie
I Anemie
| acidoza



TetralogiaFallot

A Masuri
I Volum
iy wxt 0O [E@nacoldg) f =
I Oxigen NaHCO3
| Betablocant sedare
I @ consum(febra, sedarg



TetralogiaFallot

POSTOP

A VD cucomplianta@ @ @ ->sdr DCscazut
I Inotropiclusitrop

I PVC mare

1@ w=tt

I SustinerealAm

I SincronismAVsi VvV

I VM cupresiunemica



Atreziapulmonara+ DSV

A Absentacontinuitatii VD-AP

A DSV VU

2
A VP¢ imperforatasauabsenta @
A APc normalasauabsenta j )

A CAPsauMAPC/saucolaterale
Intraparenchimatoase



Atreziapulmonara+ DSV

1. AP + CAP
2. AP + CAP + MAPCA
3. MAPCA +/colaterale




BoalaEbstein

\/u[/
A Insertiejoasaa VT _
A Aderentade endocard ’ .
A Dilatareaportiuni atrializate ([ .
A Dilatareainelului VT

A Asocierdrecventacu alte
(DSA, SP etc.)

Downwardly displaced
tricuspid valve leaflets



Obstructive

1. Stenoza pulmonara
2. Stenoza aortica
3. Coarctatia de aorta



Stenozgulmonara

A Valvulara(inel, cuspé

A Subvalvulara
I Fixa(diafragm VD bicameral)
I Dinamica

A Supravalvulara

A Majoritateasuntasimptomatice



Stenozgulmonara

APresiunay AY 5
I Hipertrofie
I Ischemiet/- fibroza
I iy presiuniiin AD,dilatare
AFOP
A Aritmii
I DisfunctieVS

AQ presarcina
A Interactiunemecanica



Stenozgulmonara

TRATAMENT
A Dilatarecu balon (interventional)
A Chirurgical

I Valvotomie
I Plastiecu petectract deejectie valva APramuri

A TIC pre postop



Stenozaortica

A 5% din MCC
A De 5xmaifrecventala baieti
A Asimptomatica> critica

A Malformatie a cuspelor(mono, bic tricuspa),
suturacomisurilor

A Hipoplazianelului
A Cutimpul aparesi stenoza(fibroza) subvalv



Stenozaortica

A Critica ductdependenta urgentann.

Ay postsarcinii
I hipertrofie concentrica
I Ischemiesubendocardicaaritmiiz  @r@tropism

A Primulsemnpoatefi sincopa
Ay  LINI-&dbata®efreversibily



Stenozaortica

MANAGEMENT
A Evaluarea/S
I VM
I VShipoplazic?
I Miocardnon-compactant fibroelastoza
I CoOA@
A PGE1lr(ecesitaDSA!)



Stenozaortica

A Dilatarecu balon (interventional)- temporar

A Chirurgical
I Valvotomie
I Ross gutotransplan)
I RossKono

A Mortalitate ~ 10%



COAO

WAL
A Ingustareastmului Ao

A Sepoate asociacu hipoplazia
arculuy StAq CAP

A 60% au Ao bicuspa
A 1/3 au CAP




COAO

Ay postsarcinivs

A @ perfuzieiin trenul inferior

A HTA irtrenul superior (iscde AVC)
A presin A disfunctierespiratorie



COAO

NN:
A PGE1
A DSA denefic

A Interventional (?)
A Chirurgical (ariatemetode)



Severe incompatibilecu viata

o




Ductaldependente

A Atreziapulmonara
A Atreziaaortica, mitrala, VShipoplazic
A ArcAointrerupt



Ductaldependente




Ductaldependente



