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In both Europe and the United States, the prevalence of CDH is 2.3-2.4 per
10,000 live births
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Embryology Slide n.5

60% isolated Better survival (70-85%)

1/3 genetic & chromosomal abnormalities (Trisomy 21,13,18)

27.5% Cardiovascular Significant contributor to morbidity and mortality

17.7% urogenital
Associated anomalies:

15.7% musculoskeletal

9.8% CNS

Beckwith-Wiedemann

Syndromes: CHARGE
Pentalogy of Cantrell

80% Lt

90% Posterio-lateral hernia (Bockdalek) 19% Rt
1% bilateral

Trisomy 21
Associated with: —<
Congenital heart disease

2% Anterior hernia (Morgagni) Usually asymptomatic

Open or lap

Central hernia (rare)
Abnormal elevation of diaphragm (Intact but weak diaphragm)
Respiratory distress in neonatal period
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May present: Difficult to extubate Lgisie (o8 auusbs X
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Diaphragmatic Eventration Y

Later in life with:

Congenital
D. h t. H . uUs: Paradoxical movement (take breath in but diaphragm go up)
Dx: —<
L p rag matic ernia Xray: Elevated hemidiaphragm
3l fgmm | Mild or asymptomatic: Conservative + observers
Mx: —<
Severe: Surgical repair (plication)
Fetal hydrpos
Antenatally:
Stillbirth
Chronic lung disease (CDH-associated pulmonary hypertension)
Lung hypoplasia
Pulmonary hypertension
L Heart failure, due to:
Why it is important High/long morbidity and mortality rate Postnatally: Rt to Lt shunt

Neurocognitive delay
GERD
MS deformities

Bowel obstruction

Post op complication
Hernia recurrence

Between 18-22 weeks

Polyhydramnios

Intrathoracic fluid-filled bowel loops
US features: Echogenic chest mass

Mediastinal shift

And/ or intrathoracic stomach/liver
50-70% antenatally (US)

Mild >40% 90% survived
Observed-to-expected (O/E) Lung-head ratio (LHR) Moderate 40-25% 80-90% survived
US measurements (to risk stratify infants): Severe <25% 30% survived
Liver herniation into hemithorax
Excellent modality to confirm
oL < If >35% 75-89% survival
Volumetric measurements of the fetal lung (total fetal lung volume [TFLV]) —<
Severe <25% 30% survival
Rs: Typically present with respiratory distress signs
Gl: Scaphoid abdomen
Postnatally
Displaced cardiac impulse
CvVs: Bowel sounds may be auscultated within the thoracic cavity

Decreased breath sounds bilaterally



Family counseling
Chromosomal screening via amniocentesis for karyotyping
Look for associated cardiac anomaly/ fetal echo
Prenatal care:
Observing lung development, hydrops fetalis

Delivery planning (site + time)

Fetoscopic endoluminal tracheal occlusion (FETO)

Immediate intubation post-delivery
Reduce lung compression —<
NGT

In severe cases: Antenatal intervention

Mechanical ventilation/ gentle hypercapnic ventilation
Ventilatory support HFOV
ECMO if no improvement
Proper venous access
Goal is to resuscitate and stabilize baby Cardiovascular support IV fluids

Inotropic agents

Correction of acid-base status

CO ngen ital Reverse Rt to Lt shunt
Dia phl‘agma tiC H er ni 3 peST—— Correction of pulmonary hypertension Inhaled NO

Sildenafil

No evidence to support surfactant and steroid
Preductal Sa02 > 80-85%
PH> 7.2
Aim:
PaCO2 = 50-70 mmHg
Peak inspiratory pressure < 25 cmH20

Open
Either: —<
MIS

90% subcostal incision

Laproscopic/ thoracoscopic

Defect size

Not urgent.. should be done after stabiliztion . )
Associated anolmalies
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Lo Lilas i, Major defect = 36%
[padl] o] Outcome Depends on: Congenital heart disease Minor = 67%
Surgery " No defect = 73%

Have the greatest influence on pt survival

( <28wks = 32% survival
Prematurity —<
37wks = 73% survival
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