Comment et quel projet palliatif
construire en cardio-pédiatrie?
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Pourquoi un topo de cardiopédiatrie ?

- _Prévalence DAN malformation

La premiere cause de malformation d’organe .

/ Prévalence naissances vivantes

Environ 6000 nouveaux cas par an (= 700 000 naissances) =~

Place du diagnostic prénatal (17% en 1980-70% en2018)

F P F PP PSRN

Cardiopathie réparable ou non
Acces au diagnostic prénatal pour toutes les populations

Taux stable d’IMG entre 1980-2020 (méme si incurable)

Notion de ductodépendance (canal artériel= ductus arteriosus)
Principale cause de déces chez I'enfant et un tiers de la mortalité néonatale
Population adulte grandissante (> 200 000 en France) avec désir de grossesse



Activite medico-chirurgicale M3C Necker

. 1000 chirurgies cardiagues dont 10 greffes

. 900 cathétérismes + électrophysiologies
. 20 000 Echocardiographies 190

.12 000 Consultations
. 800 HDJ

100
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. RMM obligatoire
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- Environ 90 déces de patients suivis
dans le service par an

- Plus de 90% en intra-hospitalier
- La plupart au sein de 'unité

o

N
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Nombre de patients suivis décédés par an
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Cause de mortalité des enfants avec CAHD
“Congenital or Acquired Heart Disease”

Ent re 20 10 et 2024 Figure 2 : Distribution of causes of death bv group after excluding compassionate care project
-1137 déces dont

Sur cette période, 25 181 patients CM (n = 160) _ - cM

traités dans l'unité soit une

880 patients décédés avec un PH (a = 45) HTAP
projet actif initial

Legend : All CAHD (N=880) - TOUT

I Sudden Death I Heart Failure | T T T T T

B FH crisis I Arnythmia 0 20 40 60 80 100
I Neurclogic event MMM Respiratory event Percentage (%0)
I Thrombotic event Hemorragic event Abbreviations list - - ACD: Arrhythmia or conduct disorder; CHD: Congenital Heart Disease; CM: Cardiomyopathy; PH: Pulmonary Hypertension, HD: Heart Disease
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Symptomatologie cardiague et spécificités

* Hypodébit systémique avec acidose et souffrance d’organe (Insuffisance
cardiague, rose ou bleu)

* Hyperdébit pulmonaire avec essoufflement aux biberons (Shunt G-D)

* Hypodébit pulmonaire avec cyanose et hyperviscosité (shunt D-G)

* Hypertension artérielle pulmonaire avec essoufflement a I'effort et
syncope (insuffisance ventriculaire droite)

* Trouble du rythme et trouble de conduction avec mort subite




Mapping care trajectories in the last year of life in
cardiovascular complex chronic conditions

Dr Ashley Ridley, Dr Fanny Bajolle
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Présentateur
Commentaires de présentation
I would like to share with you our work that we are doing in collaboration with our pediatric cardiology department. 


Introduction

* Complex chronic condition (CCC)

« Any medical condition that can be reasonably expected to last at least 12 months (unless death intervenes) and to
involve either several different organ systerms or one organ system severely enough to require specialty pediatric care
and probably some period of hospitalization in a tertiary care center. » (Feudtner et al., 2000)

e Cardiovascular CCCs
* Most frequent underlying condition in CCC hospital admissions and deaths'
* Highly variable clinical progression in advanced heart disease*
» Highly invasive and technical care at end of life*
* Minority receive palliative care*>

* Necker cardiology department ‘

* 11 000 consultations/year, 1000 surgeries/year
* 80 deaths/year MBC
e Overall mortality rate 4.5%

1. Simon TD et al. Children with complex chronic conditions in inpatient hospital settings in the United States. Pediatrics. 2010

2. Ananth P et al. Hospital Use in the Last Year of Life for Children With Life-Threatening Complex Chronic Conditions. Pediatrics. 2015
3. Trowbridge A et al. Modes of Death Within a Children's Hospital. Pediatrics. 2018

4. Morell E et al. Patterns of care at end of life in children with advanced heart disease. Arch Pediatr Adolesc Med. 2012

5. Moynihan KM et al. Palliative Care Referrals in Cardiac Disease. Pediatrics. 2021


Présentateur
Commentaires de présentation
We wanted to look specifically at Cardiovascular CCC that constitute nearly half of CCC hospital admissions and deaths. 
The clinical progression of advanced heart disease is highly variable, with periods of acute decompensation followed by periods of improvement. Short and long term survival is thus difficult to predict. 
Most children with cardiovascular CCC die in intensive care and about 15% receive palliative care. 
I don’t know how it is in your home country, but for us the beautiful friendship between PPC and pediatric cardiology is more recent in relation to other subspecialities and has a lot of potential for growth. 

Our hospital’s pediatric cardiology department is the largest in France with 11 000 consultations/year and 1000 surgeries/year. It comprises a standard ward, a cardio ICU, and an outpatient clinic. 
Out of all the patients followed-up at our center, there are about 80 deaths/year, in other words a mortality rate of 4.5%. They’re also the department with the second hightest number of deaths annually after the general PICU. 


Cardiovascular CCCs 
- Up to 45-50% of hospital admissions 
One of the three most prevalent life-threatening CCC types with neuromuscular and malignant CCC (Prasanna et al)
- Clinical progression of advanced heart disease is highly variable, with periods of acute decompensation followed by periods of improvement. Short and long term survival is thus difficult to predict. Uncertainty and unpredictability may discourage advance care discussions for children and families. 
- Up to 15% of cardiovascular CCC received palliative care



Methods

958 deceased
between 2013-2023

» Single-center retrospective
descriptive study

| 654 died <1yr

* Electronic medical records

e Approved MR 004 protocol

304 patients I
 Number 2024 041871142

* Analysis: Excel®
<1yr b/w dg-death : 88

- No CCC: 11

Mg o 2

Cardiovascular CCC Minor heart condition

Death between 2013-2023 Death < 1 year and > 18 years 190 patients included
< 18 years of age

>1 year b/w diagnosis and death < 1 year follow-up before death


Présentateur
Commentaires de présentation
We performed a single-center retrospective descriptive study using the electronic medical records over a 10 year period. Our research protocol was validated by our local research commitee. PPC was officially founded in France in 2012. 

As CCC can be reasonably expected to last at least 12 months, we chose to only include patients that lived for at least one year and that had minimum 1 year between diagnosis and death. 
For those diagnosed prenatally, we put the follow-up start date at birth. 

No CCC = either minor heart conditions or sudden cardiac arrest with no previous cardiac medical history


Diagnosis

Q o}

5 &
( @ Median age 7.:months (IQR 5 yrs.)

* Median time diagnosis-death : 3.5 yrs.
* Median age at death : 4.7 yrs (IQR 5yrs)

Diagnosis Patients

(n=190, 100%)

Congenital heart disease 108 (57%)
Left ventricular outflow tract 26 (14%)
obstruction

Right ventricular outflow 23 (12%)
tract obstruction

Single Ventricle 22 (11.5%)
TGA/Double outlet RV/ 20 (10.5%)
congenitally corrected TGA

Left-Right Shunt 17 (9%)
Cardiomyopathy 34 (18%)
Pulmonary hypertension 10 (5%)
Arrhythmia and conduction 4 (2%)
disorders

Multiple diagnoses 25 (13%)
Other 9 (5%)



Présentateur
Commentaires de présentation
There were slightly more boys than girls. 
40% were diagnosed prenatally and 60% after birth with a median age of 7 ½ months 

Cardiomyopathie, cardiopathie congénitale, autres. 
The most prominent diagnoses were cardiomyopathies and structural heart disease. 

60 months = 4.98 years 
45% girls (85) / 55% boys (105)
40% Prenatal diagnosis (n=77)
60% Postnatal diagnosis 
Median age 7,4 months (IQR 60 months)





Comorbidities

Diagnosis Patients (n=98, 51%)

Genetic/syndromic disorders 47 (25%)
Trisomy 21, DiGeorge, VACTERL, Heterotaxia

Metabolic disorder 15 (8%)

MPS, mitochondrial disease

Neurological disorder 7 (4%)
Epileptic and dystonic encephalopathy, myopathy

Immune deficiency 7 (4%)

Liver disease 6 (3%)
Alagille Syndrome

Lung disease 4 (2%)

Cancer 3 (1,5%)

Other 10 (5%)

Renal failure, skin conditions


Présentateur
Commentaires de présentation
Half of patients had an associated extracardiac diagnosis, predominanly a genetic or metabolic disorder 


Non-ICU Hospitalization

Median time:
4 days (IQR 7 days)

| ICU-only

o)
23% Non-ICU

Admission
63%

Number of Hospital Admissions

46% 25% [5G

1 2 E3 E4+

Reason for admission Number of

hospitalisations
(n=280, 100%)

Pre- and post-operative care 61 (22%)
Scheduled exam or treatment 50 (18%)
Catheterization 42 (15%)
Heart failure 40 (14%)
Infection 34 (12%)
Respiratory distress 16 (6%)
Other acute cardiac problems 9 (3%)

Gl or nutritional problems 8 (3%)

Cachexia 5(1.7%)
Neurological (stroke, epilepsy) 4 (1.4%)

Other 11 (4%)



Présentateur
Commentaires de présentation
14% never hospitalized, 23% only in the ICU, but 2/3 had at least one hospital stay for a median duration of 4 days. 

Most patients were hospitalized at least once for a median duration of 4 days, if not several times during their last year of life. ¼ of patients only had an ICU stay, and 14% were never hospitalized during the last year of life. 

Out of those hospitalized on a standard ward, ¾ were hospitalized only once or twice. 

Out of all admissions, half were for scheduled procedures, and half were for acute symptom management- predominanly heart failure, infection (broncholitis, viral pneumonia, gastroenteritis) and respiratory distress (asthma attacks, aspiration pneumonia, tracheotomy malfunction)



______________________________________________________________________
One hospitalisation : 46% patients
2 hospitalisations : 25%
¾ (72%) patients hospitalized only once or twice 

26 patients not hospitalized during last year 
44 only in ICU 
120 patients hospitalized (standard care) 

Number of hospitalisations: 
1 = 55 patients 
2 = 31 patients
3 = 15 patients 
4+ = 19 patients 




Emergency Care Intensive Care

e 75% patients (n=143)

e 179 i =32
7% patients (n=32) * Median duration 7 days (IQR 23.5 days)

Number of ER Visits Number of ICU Admissions
1 m2 w3+ 0 1 m2 = 3+ 0
10% I% 83% 55% 25%
Respiratory 16 (28%) (n=188, 100%)
[ . 14 (24%) Post-operative care 73 (39%)
Cardiovascular 7 (12%) Respiratory distress 30 (16%)
Gastro-intestinal 9 (15%) Infection/sepsis 27 (15%)
Other 12 (21%) Acute heart failure 24 (14%)
Cardiorespiratory arrest 7 (3%)
Other cardiac problems 6 (3%)

Other 21 (11%)


Présentateur
Commentaires de présentation
Most patients did not transit by the ER but were direclty hospitalized on the ward. For those that did, they consulted predominanly for respiratory symptoms or for an acute infection. 

On the other hand 
¾ of patients were hospitalized in the ICU for a total of one week and half of these patients were admitted only once to the ICU. 
About one third were hospitalized for post-op care and one half were hospitaized for acute symptom management (again, predominanly respiratory, infection and heart related symptoms). 

___________________________________________________________
Number of ER visits (58)
1 = 18 patients (10%)
2 = 8 patients (4%)
3+ = 6 patients (3%)



Interventions

CATHETERIZATION

Other

Valve 8%
Embolisation 3%
3%

Coronary
angiography
5%

Stenting /
Dilation
9%

Mesure
pressure
48%

Pre-op
procedure
24%

* 34% patients (n=62)

* Median time cath-death:
82 days (IQR 204d)

CARDIAC SURGERY

41% patients (n=78)
Median time surgery-death=38 days
(IQR 86 days)
3 main indications:
* Fontan procedure

Curative

Palliative surgery i
surgery 52% * Valve repair

35% * Pulmonary banding and plasty

OTHER SURGERIES

Other
14%

Gastro-intestinal

43%
Orthopedics ’

5%

Central veinous
catheter
7%

* 21% patients (n=40)

* Median time surgery-
death: 48 days (IQR 183)

Neurosurgery
11%

ENT/Lungs
20%


Présentateur
Commentaires de présentation
Several patients underwent at least one procedure in the last year of life. 
One third underwent a catheterization predominantly to mesure pulmonary pressures or as a routine pre-op procedure, typically 2-3 months before death. ¾ cath for diagnostic procedure, ¼ interventional procedure. 

41% of patients underwent either curative or palliative cardiothoracic surgery, with a median time of 5 weeks before death, for 3 main indications. 
Fontan (diverts circulation for patients with a single fonctional ventricule) 
Valve repair 
Pulmonary banding and plasty
Out of these patients, two thirds underwent a single procedure, and one third had two or more surgeries. 

1/5 of patients underwent a non-cardiac procedure, predominanly for gastrostomy feeding tubes and nissen fundoplication, or procedures for the upper airways. 

__________________________________________________________________________________________________________
Catheterization : 1 catheter = 51 patients  / 2 catheters = 10 patients / Mean time = 2.5 months 

Cardiac surgery
1 surgery = 54 patients (69%)
2 surgeries = 17 patients (32%)
3+ surgeries = 8 patients 




Number of patients

Median duration of treatment

Treatments

Intubation 6 days (IQR 16 days)
Non-invasive ventilation =~ 5days (IQR 10 days)
ECMO 7 days (IQR 10 days)
Inotropes 5days (IQR 13 days)
Last Year Treatments
80
70
At death:

60

41% Intubated (n=78)

11% Non-invasive ventilation (n=21)

[
o

—|0T

——VNI 14% ECMO (n:27)
ECMO
33% Inotropes (n=63)

N
o

w
o

Inotropes

N
o
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o

o

0 50 100 150 200 250 300 350
Last year of life (days)


Présentateur
Commentaires de présentation
¾ of patients were hospitalized at least once in the ICU and most received during their stay some form of ressuscitation oriented treatment for about one week over the last year of life. 
We can see that that these therapies, and thus ICU admissions, increase sharply over the last 2 months of life, and especially the last two weeks of life. 
Half had some form of mechanical ventilation at time of death. 


End of Life

PPC REFERRAL

21% patients (n=40)
Median of 2 contacts (IQR 3)

Median time referral-death = 24 days (IQR 120 days)

Referrals: 1/year to 6/year (25-30%)

Goals of
care/ACP
10%

Care
coordination
18%
Symptom
management
47%

Complex decision
making
25%

CODE STATUS

* 25% patients (n=47)
* Collegial meeting for complex decision making
* Median time meeting-death = 3 days

Full documented
15%

Discontinuation
LST
34%

Nonescalation
23%

DNR
28%


Présentateur
Commentaires de présentation
Only 1 in 5 patients were referred to palliative care, about one month before death. The predominant motives for referral were symptom management (pain and GI discomfort) and redifining goals of care. In France, withholding or withdrawing LST can only be decided within a formal collegial meeting with at least one physician from outside of the ICU. PPC teams are often called upon to act as the 3rd party consultant. 
 
The number of referrals increased over time up to 25-30% of cardiovascular CCC deaths/year. 

For one fourth of patients, the medical staff held a collegial meeting to discuss goals of care. Most of these meetings led to a limitation of life-sustaining therapies. Regarless of the decision made, the median time from meeting to death was always 3 days, even when the team decided to persue active ressuscitation. 



End of Life

PLACE OF DEATH

Unknown
4%

Public places
4%

Cardiology
5%

Other
Departments
6%
Home
11%
Other Unknown ICU
4% 5% 70%
Thrombotic event 2%
Heart failure
HTAP 23%
4%
Arrythmia
5%
Hemorrhage
7%
Brain lesions Sudden death
10% 16%

Sepsis
11%

Respiratory failure
13%

MODE OF DEATH

Other
6%

Brain death
8%

Palliative care
Active

9%
ressuscitation
40%
Sudden death
12%

Non escalation

12% Discontinuation of LST

13%


Présentateur
Commentaires de présentation
The leading cause of death was heart failure followed by sudden cardiac arrest, respiratory failure (with stable heart function), sepsis and severe hypoxic brain damage. 

Most patients died in the ICU. Those that died at home were almost always from sudden death except those receiving palliative care for end stage cancer. 

40% of patients died during active ressuscitation, and one fourth died from withholding or withdrawing life support. 
Comfort care/Palliative care refers to those with an advance care plan for whom active ressuscitation was not commenced, and these patients usually had a secondary diagnosis of a genetic, metabolic or neurological disorder. 




Conclusion

Planned procedure but
unpredictable outcome

Majority of deaths in ICU
with full code status

¢ PPC for symptom management

O Timing of Advanced Care Planning?

Congenital heart disease ~ A lifelong chronic condition

Hospitalisations

Maternal mortality
Neonatal complications

Hypertension

Arrhythmia
M

- X

Coronary complications
Aortic syndrome

=510 %
4 D?I jb . i:" > 5 ’
: .’.ljl.'.ll"""“‘)l-;".‘.
Pregnancy complications q Exercise intolerance

Need for repeated
! P operations and inter'venl:lons
’ - Emergen cy admissions

Depressive symptoms
Reduced qua lity of life

q &S

Lifelong medical therapy

» 0 .

Endocarditis

Sudden cardiac death

_ h e
Stroke
i Neurological
' complications

©ESC—
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Reduced life expectancy

Figure | Central ilustration. Congenital heart disease is a lifelong chronic condition,
CHD = congenital heart disease; SCD = sudden cardiac death,


Présentateur
Commentaires de présentation
Cardiovascular CCC are predominantly hospitalized for post-operative care or for acute symptom management (cardiorespiratory and infection related symptoms). 
Most deaths occur within the ICU with full code status. 
For this population, patients are referred to PPC for symptom management and goals of care. 
Initiation of advanced care planning in pre-op phase for at risk surgeries 


PPC referals were mainly for pain management whereas it was cardiorespiratory symptoms that were a major cause of hospital admissions.
It seems that in CVCCC if we wait for pain to appear to trigger a PPC consult, that we are in a very late stage of disease. In collaborating with pediatric cardiologists, it could be helpful to remember that other symptoms that modify QoL such as dyspnea are also valid motives for referral. 

The timing of goals of care discussions can be tricky and were often very close to death. In contrast to malignant and neurodegenerative CCC where we witness the steady clinical decline, this is not necessarily the case in CV CCC. For example, risky surgeries can be scheduled during a period of clnical stability so as to optimize chances of survival, but procedure outcomes can be unpredictable. One way forward could be reviewing with our colleagues in cardiology how CCC patients are prepared for at risk surgery. 

Few patients had multiple hospitalizations or surgeries, meaning that we may need to focus our efforts on integrating palliative care into ambulatory cardio care. 

This was the first phase of our study, but we probably need to expand to include other centers so as to have enough patients to do subanalyses based on diagnosis and surgical procedures, and to better understand the benefits of PPC intervention. 


Cas n°1 : Lucie

Diagnostic anténatal :
Sténose aortique sévere
Hypoplasie du ventricule
gauche

Couple marocain ayant
longtemps travaillé et
vécu en France (prise en
charge SS)

Valvuloplastie aortique in-utero
a 25 SA (dilatation valve aortique
par insufflation d’un ballonnet
apres une ponction a travers
abdomen mere-utérus-VG-Ao)

Necker A% R

Pas d’amélioration significative
de la fonction VG avec
incertitude sur un projet bi-
ventriculaire, ductodépendance
probable

Temps de réflexion pour les parents
Souhaitent poursuivre la grossesse et
accoucher a Necker

Nouvelle rencontre avec un
cardiopédiatre hospitalier
Projet d’accompagnement
palliatif anticipé en anténatal



Naissance :

VBS
38 SA
BAVEU

ETT a la naissance :
Sténose aortique serrée
VG fibro-élastique et VG
akinétique

Mise en place des soins
de confort

Possible déces a la
fermeture du canal
artériel

Hospitalisation en salle de cardio :
Pas de voie d’abord, pas de scope

Accueil famille (au sens large)

Autonomie alimentaire au biberon

Polypnée modérée au biberon
Confortable

Retour a domicilea J7 :
Apres entretiens avec
équipe de soins de
confort

HAD et Paliped

Fiche SAMU

Normal Aortic Valve

a) @

open

closed

Stenosis of Aortic Valve

open

closed



J14 Consultation en urgence  Apreés un mois de stabilité Consultation a Necker a 3 mois :

pour vomissements Retour au Maroc a 6 semaines - Grossit, 4.2 kg

Maintien d’'une abstention - Alimentation autonome (polypnée)
En échographie chirurgicale - Parents s’interrogent sur la
Amélioration de la fonction Pas de gestes douloureux et possibilité d’'une chirurgie de
VG bien qu’elle reste tres incertains réparation bi-ventriculaire et sur les

altérée et canal ouvert

- risques...
Information du couple sur

I’évolution constatée




Staff médico-chirurgical a Necker : Cs au Maroc a 9 puis 14 mois :
Modification du projet de soins - 8,8 kg, stable (oct 2024)

Chirurgie possible a partir de 6-8 kg - Report de la chirurgie car
(Konno-Ross avec résection de la grossit bien (Voir a 10 Kg)
fibrose du VG, +/- crosse Ao)




Clinical course of paediatric
heart disease with
integration of palliative care

Morell E et al. Palliative care and paediatric
cardiology: current evidence and future directions.
Lancet Child Adolesc Health. 2019 Jul;3(7):502-510.

Quality of life

Inte nsity of care

Transition to advanced heart disease:

« Failure of oral therapies

= Consider family meeting to assess prognostic awareness, symptom burden, and goals of care

= Consider mechanical circulatory support or transplantation, if eligible

= Consider changing care plan to one dominated by a palliative approach, which could involve
formal hospice care

i '

4 4 4 |4 a
Onset of heart Decompensations Pump failure
disease
A | :
v

Time
— Clinical course
—— Traditional care including disease-modifying therapies
--- - Palliative care including symptom management




Cas n°2 : Pierre

Diagnostic anténatal :
- Syndrome CHARGE
- Double fente

- APSO |

CHARGE Syndrome

7R

/| '
/ |
(' | . Coloboma

Bt

— N

| \
- & ‘y\
- ¥ Ear
f abnormality
P
Facial , [? y

paralysis

s

Pulmonary Atresia
—_— —
al iosis

Atrial septal defect

Small right ventricle

Entretien prénatal

- Demande d’une prise en charge

active par le couple

- Atteinte multi organes sévere et
réévaluation a la naissance car
parents souhaitent prise en charge

et integrent le handicap

Naissance :

VBS a 39+2 SA

CPAP puis IOT

Confirmation des anomalies anténatales :

Fente labio-palatine bilatérale
Anomalie des OGE

Agénésie des bulbes olfactifs
Colobomes chorio-rétiniens bilatéraux
ORL : agénésie des canaux semi-
circulaires bilatérale avec dysplasie
vestibulaire et cochléaire,
malformations ossiculaires

A été intubé en urgence quelques heures
apres la naissance (Néonat)

Staff médico-chirurgical a la demande
des parents



J7 : Blalock (anomalie coronaire)
Dépendance ventilatoire post-opératoire
prolongée => diagnostic de fisute oeso-trachéale

Shunt a. susclav et a. pulm.

1¢r¢ RCP a 1 mois :

Dépendance ventilatoire

Trachéotomie et cure de la fistule oeso-
trachéale apparaissent déraisonnables
Annonce de dépendance ventilatoire
Non escalade thérapeutique avec retrait
VNI et relais O2 et accompagnement
Projet accepté par les 2 parents



2¢me RCP a 2 mois de vie:

Evolution favorable de Ia
situation clinique

Fistule a risque de malaise
grave/inhalation

PEC chirurgicale ORL
demandée et acceptée
Dépendance ventilatoire
prolongée en post-op

3¢me RCP a 3 mois de vie
Pas de chirurgie cardiaque
prévue car dépendance
respiratoire, désaturation,
polypathologies, Cl a une
anesthésie extra-cardiaque

4¢me RCP a 4 mois de vie
Episode de bronchiolite

Limitations maintenues (O2 confort)

Evolution favorable et RAD



7 mois de vie :

- Chirurgie cardiague rediscutée a la
demande des parents

- Programme extra-coeur impossible
sans coeur réparé: GPE + Nissen
Chirurgie maxillo-faciale X3

9 mois de vie :
Cure complete d’APSO type |

Extubé J3 et arrét VNI J5

Suites cardio simples, projet sortie

J16 post-op: dégradation respiratoire (virose,
sténose SG)

Transfert en RCCP: déces apres plusieurs heures
de réanimation intensive (ORL, HFO...)

Merci pour votre regard sur la vie de Pierre,
votre soutien, tous les combats menés et votre
courrier 'Je mai. Aujourtr"\ui nos aners-refburs a
Necker nous manquent etrangement,

Nous ne vous ouHieror\s Pas .o



Cas n°3 : Jean

- Naissance a terme et 4 mois de vie : 2 ans de vie:
bonne adaptation a la - Vomissements répétés - Cathétérisme lors d’un
vie extra-utérine - Souffle cardiaque : CIV large séjour en France

- Echographies - Diagnostic APSO type lll
anténatales normales - Demande dAME

- Suivi aux lls Comores

Q




6 ans de vie 10 ans de vie

- Chirurgie (Blalock modifié) -
- J13 post-op drainage de )
tamponnade au bloc

- Stenting par

Aggravation née + n L,
ggravation dyspnée + cyanose cathétérisme

Cathétérisme et scanner cardiaque:
sténose au niveau de I'abouchement
pulmonaire du Blalock




11 ans de vie:

Proposition d’un
nouveau Blalock
Famille réticente a une
nouvelle intervention
Proposition d’un suivi
avec 'EMSPP

12 ans de vie:

Stable sur le plan cardiaque
Douleurs musculaires et paresthésies
secondaires a I’hypoxémie

- Skenan/actiskenan

- Creme laroxyl 10%
Déplacements en fauteuil roulant
Scolarisé en 4¢ a mi-temps



Casn°4 :

Découverte a 1 mois de vie devant un
tableau d’insuffisance cardiaque :
CAV partiel déséquilibré
Coarctation
HTAP post-capillaire

Chirurgie a 1 mois de vie :
Cure coarctation par thoracotomie

Orientation post-opératoire vers les
soins palliatifs (débit pulmonaire élevé)




Construction projet palliatif : Déces a 3 mois de vie

- RAD souhaité par la famille ++ - En route pour Center Parks...
- HAD - Réanimée en pharmacie

- ERRSPP Consultation a 3 mois :

- Fiche SAMU - Signes d’IC avec dyspnée

- Soutien parental ++ importante aux biberons

=> RAD a 2.5 mois de vie (alimentation fractionné en 18x)

- Souhait familial de partir a
Center Parks



Take Home Message

* Intégrer les soins chirurgicaux/cathétérismes au sein d’un

projet palliatif

* Parcours singuliers avec un changement de trajectoire possible

e Savoir se réinterroger et accompagner la vie !

La notion de « prendre soin » est au coeur de toute démarche
de soins
Faire appel au savoir-étre et a ’humanité de chaque membre

de I'équipe permet de vivre ce soin plus sereinement car le
parcours, méme délicat, est « partagé » par tous...

Congenital heart disease ~ A lifelong chronic condition

@ ) Need for repeated
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