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Introduction   
Congenital midline cervical cleft is a rare 

developmental anomaly of the anterior neck [1, 2, and 

3]. It was described in detail by Ombreadanne in 1946 

and since then about 205 cases have been reported in 

the literature [4, 5]. Most authors consider it within the 

spectrum of branchial arch developmental 

abnormalities [6]. It appears clinically in the first day 

of life and the diagnosis is typically made on the basis 

of its characteristic clinical presentation at birth. The 

diagnosis however and because of its rarity may be 

confused with other more common conditions. This 

report describes a new born male with congenital 

midline cervical cleft outlining aspects of clinical 

features and management. 

Case Report   
A male newborn, a product of normal spontaneous 

vaginal delivery was admitted to our hospital at the age 

of two weeks. His birth weight was 3.7 kg. Clinically, 

he was found to have a midline cervical lesion 

extending from the submental area to the suprasternal 

notch. He was diagnosed to have a congenital midline 

cervical cleft and admitted for excision (Figures 1A 

and 1B). This was excised and the defect closed with 

Z-plasties (Figures 2 and 3). Postoperatively, he did 

well and was discharged on the same day. He was seen 

in the clinic one week and four weeks postoperatively 

 

 

 

 

 

 

 

 

 

 

 

 

 

And was found well. The wound healed well with no 

contracture. 

Discussion 

Congenital midline cervical cleft is one of the rarest 

congenital anomalies of the neck and although it 

presents with well-defined features, it is often 

misdiagnosed at birth. Physicians caring for these 

patients must be aware of this and congenital midline 

cervical cleft has to be considered, when assessing a 

child with a midline cervical lesion, and must be 

differentiated from other more common neck 

anomalies [5]. Early diagnosis and surgical treatment 

are necessary to ensure a favorable outcome. 

The exact incidence of congenital midline cervical 

cleft is not known but its incidence among the other 

congenital cervical malformations has been reported 

to range between 1.7–2.0% [7]. In an extensive review 

of the literature, Puscas found 195 cases reported in 

the literature and added 10 cases of their own making 

the total reported cases 205 [5]. Congenital midline 

cervical cleft was reported to be more common among 

females but in Puscas review there was a 

preponderance of male patients (8/10) in contrast to 

previous case series in which females have 

predominated [5, 8, 9] . 
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ABSTRACT    

Congenital midline cervical cleft is an extremely rare anterior neck defect. We describe a case of a male newborn with midline 

cervical cleft outlining aspects of diagnosis and stressing the importance of early diagnosis and surgical treatment. 
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Our reported case is in a male newborn. Congenital 

midline cervical cleft has characteristic clinical 

features which include a midline erythematous vertical 

defect of the neck with subcutaneous fibrous cord and 

a nipple like projection at the upper part and a blind 

sinus or fistulous tract at the lower end of the defect 

[5, 10] (Figure 1).  

 
Figure 1 1A and 1B: A clinical photograph showing a 
newborn with congenital midline cervical cleft. Note the 
changes at the age of two weeks. 

The skin is atrophic and lacks adnexal elements. The 

subcutaneous fibrous cord is often longer than the 

overlying skin defect. The defect lies between the 

mental area superiorly to the suprasternal notch, 

inferiorly with variable length and width [10]. 

Congenital midline cervical cleft may be associated 

with other anomalies like thyroglossal duct cyst [11, 

12], ectopic bronchogenic cyst [13, 14], cleft lower lip, 

tongue and mandible [15], cleft sternum, and ectopia 

cordis with intracardiac anomalies [16]. 

 
Figure 2 A clinical intraoperative photograph showing 
surgical excision of congenital midline cervical clefts. Note 
the planned Z-plasties incisions. 

The treatment of congenital midline cervical cleft is 

surgical excision and closure of the defect with Z-

plasty to prevent neck contracture. This is not only for 

cosmetic reasons but also excision is important to 

avoid secondary deformities of the jaw and sternum 

and neck extension impairment. The exact timing of 

surgical excision is still controversial and no 

agreement on the appropriate age of treatment [5, 7]. 

 
Figure 3 Intraoperative photograph showing complete 

excision of congenital midline cervical cleft and closure of 

the defect with multiple Z-plasties. 

We like others recommend early surgical excision 

because of the disfiguring appearance of the neck 

defect which is clearly apparent. Add to this the fact 

that delayed treatment will transform the defect into a 

cervical cord behaving like a cicatrix with tethering 

and limitation of the extension movement of the neck 

[5, 17, 18]. Treatment consists of complete surgical 

excision of the midline neck cleft and closure of the 

defect by Z-plasty technique. This is to avoid neck 

contracture as linear closure of the defect will result in 

hypertrophic scarring and contracture. Since the length 

of the defect is variable, Spencer Cochran et al 

recommended single Z-plasty to be appropriate for 

lesions less than 2 cm, and serial Z-plasties for longer 

lesions [19]. 

Conclusion 
Congenital midline cervical cleft is extremely rare 

with only 205 cases reported in the literature. 

Physicians caring for these patients must be aware of 

this as early diagnosis and treatment will avoid 

subsequent morbidity. The treatment is early surgical 

excision and closure of the defect with Z-plasty. 
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