Associated Anomalies of Cleft Lip and Palate As Seen At the National Orthopaedic Hospital, Enugu 
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Summary

Background 

Cleft deformities of the face are one of the major congenital anomalies seen in our environment. There is a dearth of data from this major south east centre on the incidence of the deformities and associated anomalies which influence management and outcomes. This paper hopes to contribute to this.

Materials and methods

The records of all patients with cleft lip and palate seen in the National Orthopaedic Hospital, Enugu from January 1993 to December 1999 were sought and all available case notes reviewed retrospectively. This included not only the new cases seen in the period, but also all cases operated on in the period. The follow up was until January 2005 when the data was collated. No community study was done in association. Umbilical hernias and congenital hydrocoele were excluded from the list of anomalies.
Results 

93 patients were seen in the period. 14 were isolated cleft palate, 37 were isolated cleft lip and 42 were combined cleft lip and palate. Associated anomalies were 14% and were recorded mostly in isolated palatal clefts and least in isolated lip clefts. Only clinically detectable associated anomalies were investigated. Late detection was noted in some cardiac anomalies.
Conclusion

Routine paediatric evaluation of all cleft patients is advocated. 
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Introduction

The National Orthopaedic Hospital, Enugu is the major centre for cleft surgeries in south-eastern Nigeria, having the highest volume of cleft patients in the region and five consultant plastic surgeons actively involved in cleft care. Several studies on the management of clefts of the lip and palate have been undertaken in our subregion 1, 2, 3, 4   but recent data is lacking on the incidence of associated anomalies which influence the management and outcome.  This retrospective study aims at recording the pattern of presentation of associated anomalies of cleft lip and palate as seen in the hospital, as well as making recommendations to ensure improved care.

Materials and methods

The records of all cleft lip and palate patients seen in the hospital from January 1993 to December 1999 were sought and all available case notes reviewed retrospectively. This included not only the new cases seen in the period, but also all cases operated on in the period. Data sought included the demographic data, types of associated anomalies, completion of procedures among differing cleft types and pattern of follow up. The detailed description of the associated anomalies was unavailable in many instances, and there was no uniform pattern of reporting postoperative results and complications. Umbilical hernias and congenital hydrocoele were excluded from the list of anomalies.

The follow up was until January 2005. 

Results

Of the 93 patients 47 were male (table 1). Cleft lip and palate was the commonest presentation (46%) while isolated cleft palate was the least (15%).

Associated anomalies (table 2)

They were commonest in isolated cleft palate and combined cleft lip and palate patients (having a 21% incidence) and least among the isolated cleft lip group (with an 8% incidence). Multiple anomalies were more present in all but commoner in combined lip and palate. In the two cases the patient was a twin (one was monozygotic) the anomaly was absent in the twin. Cardiac anomalies were noted in all groups. Chromosomal, community studies and prenatal testing were not done.

Late discovery of associated cardiac anomalies was noted in 3 cases. They were not noted on the first clinical assessment. One had a previous uneventful lip repair and the anomaly noted during anaesthetic assessment for the second surgery.

Investigations

The most investigated anomalies were cardiac and were all geared to assess fitness for surgery. When characterized they were mostly septum defects compatible with surgery. 2D echo was the preferred mode of investigation. A few patients failed to have surgery following the request for investigations; including four cardiac patients. Two absconded, one did not present for surgery subsequently, and one had a stormy anaesthetic session and the parents refused further sessions. The definitive diagnosis of the cardiac lesion was not given in the patients that did not return following the request for further investigations. Difficult anaesthesia and increased post op morbidity was more here including transfusions.
Presentation time

It ranged from a day to 43 years for all cleft patients. 50(53%) presented within 3 months of birth, 18(19%) presented between then and one year, and twenty six (28%) presented after a year. None with associated anomalies presented first in adulthood.
Parental background

At presentation they were almost all in the low socioeconomic group. 

Discussion

The pattern of cleft type presentation here is similar to that reported in certain parts of the country 2 but differs from other reports in the same region.1 
Reports on incidence of associated anomalies vary widely in literature, and have been associated with the manner of data collection. 6-9 

Whilst cleft lip deformity is obvious and a social stigma, cleft palate is less apparent but associated with more functional problems of regurgitation, speech, recurrent ear and upper airway infections, and hearing problems. Aesthetic considerations affect the patient’s social acceptance early in life, and speech problems affect the ability to obtain prestigious jobs as adults. 10 The functional goals of cleft palate surgery are to facilitate normal speech and hearing without significantly affecting the facial growth of the child. Surgical restoration of all components of an abnormal velopharyngeal mechanism at an early age increases the patient’s chances of developing normal speech and hearing. 11, 12
The incidence of associated anomalies here is comparable to that in Jos 4 but lower than Maiduguri and Lagos. 3, 13 While the Lagos and Maiduguri studies were prospective studies this and the Jos studies were not. Moreover consanguinity, which increases the risk of associated anomalies, is an acceptable practice among the Fulani tribe in the north east of Nigeria, but a taboo in the eastern Igbo tribes. This study had an exclusion criterion for some congenital anomalies unlike the other studies. Most Nigerian paediatric surgeons also exclude those conditions in reporting associated anomalies. The sex distribution and incidence of associated anomalies differs from that reported internationally. 5, 10 This difference may be due to the absence of routine radiological and laboratory investigations to identify associated anomalies in this centre. Only clinically detectable organ system anomalies were investigated; routine tests to identify anomalies were not done. Differing authors have noted greater associated anomalies with either isolated cleft palate, or combined cleft lip and palate.3 In this study the incidence was equal. As in other studies the incidence of associated anomalies is least in isolated lip. 3-5, 10, 13  Multiple anomalies occurred more in patients with both cleft lip and palate, especially bilateral ones, agreeing with the opinion that the greater the cleft deformity, the more likely associated anomalies.5 
The commonest anomaly noted is cardiac. This agrees with Nigerian 3, 4 and Pakistani studies, 14 but differs from other reports that list limb and skeletal anomalies as being the commonest. 5, 15,  16 This difference is unlikely to be due to lack of investigative facilities as such deformities are obvious, and this centre is also an apex orthopaedic hospital. 
Congenital heart disease has been reported as being 16 times more common in cleft patients than the general population, 5 and has a high incidence in this study. Routine echo cardiography though useful has not been practiced in our service. Even though lesions which are clinically undetectable occasionaly do not interfere adversely with anaesthesia, cardiac anomalies have been associated with 50% of deaths of cleft children in early childhood. 5 Testing is therefore important for prognosis also. Chromosomal studies were not done in any of these patients as they are unavailable currently in this centre and the nearby teaching hospital. Prenatal diagnosis of cleft or associated anomalies though carried out elsewhere with ultrasonography was not done in any patient. This may be linked to the low socioeconomic status of the parents. Rigorous tests though desirable has been hindered in our setting because the parents are most often poor; almost all are from a low socioeconomic background. This is the finding in other parts of the country, 2, 3, 13 similar to other developing nations as India.17 Health insurance and other means of funding are urgently needed to assist such patients. Paediatric evaluation of all cleft patients would have eliminated the late identification of some cardiac lesions. Some patients after the request for further investigations were lost to follow up. The establishment of cleft centres with the full complement of the cleft team will help obviate these problems.
The presence of associated anomalies increased the likelihood of early presentation, all but one of these patients presented at infancy. However they also had increased investigations and delayed fitness to surgery compared with patients without associated anomalies, and increased risk of surgical morbidity. This agrees with the reported increased risk of surgical mortality and of death in childhood in these patients. 5
Conclusion

The incidence of associated anomalies in this centre is similar to that in other centres, and has significant impact on outcomes; therefore greater search needs to be made for them. The establishment of fully functional cleft centres is advocated.
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Table 1

	Cleft type
	Male 
	Female 
	Total 

	Isolated cleft palate
	5
	9
	14

	Isolated cleft lip
	22
	15
	37

	Cleft lip and palate
	20
	22
	42

	Total 
	47
	46
	93


Table 2: Associated anomalies

	Cleft type
	Associated anomaly
	Male 
	Female 
	% of group 

	Isolated cleft palate
	Cardiac anomaly, 1st arch syndrome( 1 female)
	1
	2
	21.4%

	Cleft lip and palate
	Down’s syndrome (female), radial club hand, ctev,  accessory auricles, tof(male), septal defects, cyanotic heart disease (female), hemifacial microsomia
	5
	4
	21.4%

	Isolated cleft lip
	Cardiac lesions, hemifacial microsomia, undescended testes
	2
	1
	  8.1%

	Total
	
	8
	6
	15%


