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Data 2006-11 
During the six years (2006-11), there were 1,623 children born with a congenital anomaly in 
Cork and Kerry (C&K), about 270 per year representing 2.6% of total births in the region.  
Details are provided in table 1.  The total number of 1,623 refers to cases.  All other figures 
refer to anomalies as a case may have more than one anomaly.  Almost 95% of cases were 
liveborn (table 2).  Maternal age at first birth is increasing in Ireland. Higher maternal age 
increases the risk of congenital anomaly as shown in figure 1.  The number of cases by 
individual year is shown in table 3. 

Congenital anomaly of the heart accounts for one third of all cases of congenital anomaly.  
About 90 Cork and Kerry (C&K) children are born with a congenital heart condition each year.  
Of these 25% have an associated chromosomal anomaly.  Nearly 30% of the C&K CHD cases 
have a severe CHD which is associated with increased perinatal mortality and high surgery 
rates. Table 4 shows the cases by category of severity of congenital heart disease. 
 

In 2011, EUROCAT published an aetiological classification of birth defects for 
epidemiological research.  This is used in the registration of congenital anomalies in 
conjunction with, but independent of, the International Classification of Disease (ICD) coding 
of malformations and syndromes.   Each case is assigned to one of eight categories according 
to aetiology or cause (Chromosomal; Other genomic – such as microdeletions; Teratogen -
including maternal infection; New dominant - for new dominant mutations; Familial – for 
familial disorders not included as a new dominant; Syndrome – for recognised non-familial 
non-chromosomal syndromes; Isolated; and Multiple).   Table 5 shows that two thirds of cases 
have an isolated anomaly.  There is a known genetic or familial cause for 23% of cases. 

 
EUROCAT 

The European Surveillance of Congenital Anomalies (CA) is in existence since 1979.  It’s a 
network comprising almost all of the population-based registries for the epidemiological 
surveillance of CA in Europe.  It currently surveys more than 1.7m births per year in Europe 
(31% of birth population covered in the EU) via 38 registries in 21 countries.  Cases of all 
major structural congenital and chromosomal anomalies among live births (LB), still births 
(SB) and terminations of pregnancy for fetal anomaly (TOPFA) following prenatal diagnosis 
(PND) are registered using multiple sources of information.  The database is used for research 
into the causes and outcomes of CA and for pharmocovigilance of drugs used in pregnancy. 
General Objective: To facilitate the reduction of the public health burden of CA by 
epidemiological surveillance through the EUROCAT network of population-based CA 
registries.  www.eurocat-network.eu  The Cork and Kerry Register started in 1996. 
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Neural tube defects (NTD) 

There were 65 children in Cork and Kerry (C&K) born with an NTD over the 6 years of this report.  This equates to an 
average of 10 children each year. As a public health intervention, mandatory folic acid food fortification to ensure women 
of child bearing age have an adequate intake could prevent 70% of these NTD cases.  A recent Irish study shows no  
decline in the  number of cases of NTD in recent yearsi. 

During the 6 year period there was only one case of Fetal Alcohol Syndrome (FAS) registered.  This is likely to be a 
gross underestimation.  Surveillance of FAS at birth is reported to result in significant under ascertainment of cases as 
facial features may be subtle or absent.  Characteristic neurobehavioural features only manifest from the age of 3 
years.   The results of a number of international studies, including surveillance surveys in several EU member states, 
show that active case ascertainment (undertaken at school entry, about age 6 years, or at a child’s entry into state care) 
yields a prevalence of Fetal Alcohol Spectrum Disorder (FASD) in 1-7% of live births.  The live birth prevalence of FAS 
is related to the population alcohol intake expressed in litres per head of population.  Alcohol consumption is high in  
Ireland at 12 litres a year per head of population compared to the OECD average of 9.2 litres.  A recent international 
study of women in their first pregnancy showed that 80% of the Irish nulliparous women in the study sample reported 
consuming some alcohol in pregnancyii.  Fetal Alcohol Syndrome and Fetal Alcohol Spectrum Disorder need more 
attention.  
 
There were 9 cases of teratogenic syndrome with malformations. This included 7 cases of malformations secondary to  
maternal infection and 1 case of Fetal Alcohol Syndrome. 
 

In 2011, the stillbirth rate in Ireland was 4.3 per 1000 birthsiii.   Lethal congenital anomaly is the commonest cause of  
stillbirth in Ireland accounting for 26% of the total.  Over the six years, 2006-2011, 56 Cork & Kerry babies with  
congenital anomaly were stillborn.  This represents 23% of all stillbirths during the period.  Twenty seven (48%) of the  
stillborn babies with congenital anomaly had a chromosomal anomaly.  Almost thirty percent had an anomaly of the 
nervous system.  Congenital heart defect (8.9%), limb anomaly (8.9%) and genital anomaly (5.4%) were the other main 
lethal anomalies seen. 
 
Fetal growth retardation (FGR) is the second greatest cause of stillbirth.  A study that involved over 1,100 pregnant 
women at seven maternity hospitals in Ireland found that only one third of FGR is detected before birthiv.  The PORTO 
study found that babies with weight below the 3rd centile for gestational age and an abnormal Doppler/ultrasound test of 
umbilical artery blood flow are at greatest risk of an adverse outcome.  This finding, if confirmed, will help doctors to  
identify these high risk babies for special care and attention. 
 
Placental failure (17%) and maternal haemorrhage (11%) are the other common causes of stillbirth in Irelandv. 
 
There are two main sources of information on stillbirths in Ireland.  

 The General Register Office obtains information on registered stillbirths from the Birth Notification Form, the 
next of kin and from the Medical Certificate relating to the Birth of a Stillborn Child that is completed by the 
attending doctorvi.  Not all stillbirths are registered. 

 The National Perinatal Reporting System (NPRS)vii produces statistics on stillbirths derived from birth  
           notification forms.   

The NPRS has the complete number of stillbirths. The CSO has more detailed information but only relating to those  
stillbirths that are registered.   
 
Following a stillbirth, the primary benefit of a precise diagnosis is for information and advice to parents on the risk of 
recurrence/genetic counselling.  Traditionally high, about 70%, post mortem rates in cases of stillbirth have halved.  The 
aftermath of stillbirth is a difficult time to seek consent for a post mortem from bereaved parents.  A questionnaire  
surveyviii of bereaved parents found that parents are less likely to consent to post mortem where a cause is suggested.  
Doctors might infer cause only when the diagnosis is clear.  Surveillance of congenital anomalies depends on complete 
information on stillbirths. This in turn requires a high post mortem (PM) rate, ideally conducted by specialised foetal  
pathologists and on the availability of PM records to the registry.  Fortunately there is a Consultant Perinatal Pathologist  
in this region, attached to Cork University Hospital. Training in obstetrics might include training and experience in  
seeking consent to post mortem.  Information on post mortem for parents is needed.   

Focus on Stillbirth 

Other potentially preventable congenital anomalies 
Fetal Alcohol Syndrome (FAS) & Fetal Alcohol Spectrum Disorder (FASD) 
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   Table 2. Type of Birth 2006-2011  

 
 
 
 
 
 
 
 
 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 

 
 
 
 
Table 5 Aetiology of congenital anomaly (2008 data is not yet completed) 

 
C = chromosomal         OG = other genomic         T = teratogen        ND = new dominant mutation      
 F = familial                   S = syndrome                    I = isolated           M = multiple 
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Type of Birth 
Number of  

Infants with C.A. 
% 

Livebirth 1540 94.9 

Stillbirth of fetal death >= 20 
weeks gestation 

55 3.4 

Termination of pregnancy 28 1.7 

Total 1623 100 

Prevalence of congenital anomaly by maternal 
age group
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Year of 
Birth 

Total Births 
Number of 

Infants 
with CA 

% of Total 
Births 

2006 9244 241 2.6 

2007 9960 310 3.1 

2008 10398 278 2.7 

2009 10773 265 2.5 

2010 10456 244 2.3 

2011 10286 285 2.8 

Congenital heart defects by subgroup 2006-2011 

Subgroup   

VSD/ASD/PVS No. of cases 

Patent Ductus Arteriosus(PDA) as only CHD 
in term infants (>=37 weeks) 46 

Ventricular septal defect (VSD) 258 

Atrial septal defect (ASD) 203 

Pulmonary valve stenosis (PVS) 33 

Severe CHD No. of cases 

Sub common arterial truncus 4 
Transposition of great vessels 19 
Atrioventricular septal defect 53 
Tetralogy of Fallot 19 
Pulmonary valve atresia <5 
Aortic valve atresia/stenosis 6 
Coartation of aorta 38 
Total anomalous pulmonary venous return 5 

Very Severe CHD No. of cases 
Single ventricle 5 
Tricuspid atresia and stenosis <5 
Ebstein's Anomaly <5 
Hypoplastic left heart 23 
Hypoplastic right heart <5 

 Chromosomal Familial Isolated Multiple 
New 
Dominant 
Mutation 

Other 
Genomic 

Syndrome Teratogen (blank) 
Grand 
Total 

2006 32 5 168 11 1 6 9 3 6 241 

2007 36 13 218 22 3 12 5   1 310 

2009 44 9 173 28 2 2 3 4   265 

2010 62 2 146 21   7 1 1 3 243 

2011 52 7 191 24   9     1 284 

Grand 
Total 

226 (16.8%) 
36 

(2.7%) 
896 

(66.7%) 
106 

(7.9%) 
6 

(0.4%) 
36 

(2.7%) 
18 

(1.3%) 
8 

(0.6%) 
11 

(0.8%) 
1343 

(99.9%) 

Table 4 Congenital heart defects subgroups by severity of 
defect 

Table 3 Year of birth  


