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A rare case of congenital midline cervical cleft (CMCC) is 
presented to highlight the importance of correct recognition 
of the lesion and appropriate surgical management. 

A 2-week-old female baby was referred to the paediatric 
outpatient department at Red Cross War Memorial 
Children’s Hospital with an anterior midline neck lesion 
that had been diagnosed at birth. She had been born by 
vaginal delivery after an uncomplicated term pregnancy. Her 
birth weight was 3 280 g, and she was treated for neonatal 
jaundice. There was no family history of similar lesions.

On physical examination she had a vertical linear lesion 
that began 1.0 cm above the sternal notch and was 3.0 cm 
in length with a nipple-like protuberance at the cranial end 
(level of hyoid bone) (Fig. 1). A superficial midline band was 
palpable subcutaneously. A blind-ending sinus was noted at 
the caudal end of the cleft. No discharge from the sinus was 
noted. 

No bony spurs on the mandible or sternum were detected 
on clinical or radiological examination. An ultrasound scan 
of the thyroid gland showed it to be normal. 

At the time of scheduled surgery, at 8 months of age, the 
CMCC was limiting the patient’s neck extension. Elliptical 
surgical excision of the entire cleft and repair by Z-plasty 
was undertaken. A blind-ending sinus that ended on the 
manubrium sternum was dissected out. The lesion did not 
appear to extend up to the mandible or involve the hyoid 
bone.

Histological examination of the resected specimen revealed 
epidermis overlying prominent skeletal muscle in sections 

of the superior portion. Respiratory-type epithelium and 
seromucinous glands were present along the invaginated 
surface more distally. The distal band showed dense collagen.

When the patient was seen at follow-up 6 months 
later there was a good cosmetic result and no residual 
contractures.

Discussion
CMCC is a rare condition, less than 100 cases having been 
reported in the English literature so far. The first recorded 
case of CMCC was in 1848 by Luschka. In a series of 672 
thyroglossal and other branchial cleft sinuses over a 30-year 
period, Gargan et al.1 reported 12 CMCCs (1.7% of their 
series).

This lesion is often misdiagnosed at birth by the primary 
care physician as a thyroglossal duct cyst2 or, as in one 
reported case, referred to the dermatology service as an 
‘unusual birthmark’.3 Complete surgical excision is important 
to prevent neck contractures. Patients with CMCC seem 
to be referred to various disciplines, depending on the 
often incorrect diagnosis by the primary physician. The 
lesion has been reported in plastic and reconstructive,4 
otorhinolaryngology,5 genetics and even dermatology 
journals.3

The lesion varies in size from patient to patient, but 
common features include a superior midline skin nipple, 
a midline linear area of atrophic skin extending from that 
nipple, and sometimes a caudal sinus tract. In some cases a 
bony spur is palpable on the mandible or a small cleft is felt 
on the manubrium sternum.

The embryological origin of CMCC has been disputed, 
but the most widely accepted explanation is failure of fusion 
of the branchial arches in the midline.6 It is not known which 
branchial arch failure is responsible.6 The postulated reasons 
for failure of fusion include pressure by the pericardial roof 
on the most distal branchial arches, and vascular anomalies 
that may result in necrosis and subsequent cleft formation.2 

Poor interaction between mesoderm and ectoderm may also 
prevent fusion.2 CMCC is sporadic but does tend to have a 
female preponderance. 

In the cases reported in the available literature, the Z-plasty 
technique has been the favoured and advocated technique of 
repair of CMCC.5 Z-plasty allows for lengthening of the 
anterior neck skin which assists in preventing contractures. 
In the recent literature there appear to be more reports of 
simple excision and closure2,3 or an alternative flap technique4 
without adverse outcomes.
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Fig. 1. Congenital midline cervical cleft.
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It is important for paediatricians and primary care 
physicians to recognise this disorder, counsel parents 
appropriately, and refer patients early and suitably for 
surgery.

REFERENCES

1.	� Gargan TJ, McKinnon M, Mulliken JB. Midline cervical cleft. Plast Reconstr 
Surg 1985; 76: 225-229.

2.	� Maddalazzo J, Frankel A, Holinger LD. Midline cervical cleft. Pediatrics 
1993; 92: 286-287.

3.	� Eastlack JP, Howard RM, Frieden IJ. Congenital midline cervical cleft: case 
report and review of the English language literature. Pediatr Dermatol 2000; 
17(2): 118-122.

4.	� Gardner ROE, Moss ALH. The congenital cervical midline cleft. Case 
report and review of literature. Br J Plast Surg 2005; 58: 399-403.

5.	� Spencer Cochrane C, DeFatta RJ, Brenski AC. Congenital midline cervical 
cleft: a practical approach to z-plasty closure. Int J Pediatr Otorhinolaryngol 
2006; 70: 553-559.

6.	� Van der Staak FHJ, Pruszcynski M, Severijnen RSVM, Van de Kaa CA, 
Festen C. The midline cervical cleft. J Pediatr Surg 1991; 26: 1391. 

SAJS

13.	�Giraud RM, Rippey E, Rippey JJ. Malignant melanoma of the skin in Black 
Africans. S Afr Med J 1975; 49: 665-668.

14.	�Bentley-Phillips B, Bayles MA. Melanoma and trauma. A clinical study of 
Zulu feet under conditions of persistent and gross trauma. S Afr Med J 1972; 
46: 535-538.

15.	�Kaplan I, Youngleson J. Malignant melanomas in the South African Bantu. 
Br J Plast Surg 1972; 25: 65-68.

16.	�Miller B, Abrahams C, Cole GC, Proctor NS. Ocular malignant melanoma 
in South African blacks. Br J Ophthalmol 1981; 65: 720-722.

17.	�Saxe N, Hoffman M, Krige JE, Sayed R, King HS, Hounsell K. Malignant 
melanoma in Cape Town, South Africa. Br J Dermatol 1998; 138: 998-
1002.

18.	�Jessop S, Stubbings H, Sayed R, Duncan-Smith J, Schneider JW, Jordaan 
HF. Regional clinical registry data show increased incidence of cutaneous 
melanoma in Cape Town. S Afr Med J 2008; 98: 197-199.

19.	�Crombie IK. Racial differences in melanoma incidence. Br J Cancer 1979; 
40: 185-193.

20.	�Albreski D, Sloan SB. Melanoma of the feet: misdiagnosed and 
misunderstood. Clin Dermatol 2009; 27: 556-563.

21.	�Stalkup JR, Orengo IF, Katta R. Controversies in acral lentiginous 
melanoma. Dermatol Surg 2002; 28: 1051-1059.

22.	�Krige JE, Hudson DA, Johnson CA, King HS, Chetty R. Subungual 
melanoma. S Afr J Surg 1995; 33: 10-14.

23.	�Hudson DA, Krige JE, Strover RM, King HS. Subungual melanoma of the 
hand. J Hand Surg Br 1990; 15: 288-290.

24.	�Tseng JF, Tanabe KK, Gadd MA, et al. Surgical management of primary 
cutaneous melanomas of the hands and feet. Ann Surg 1997; 225: 544-550.

25.	�Moodley M, Daya M, Moodley J. Vaginal malignant melanoma: a case 
report and literature review. Int J Gynecol Cancer 2004; 14: 687-689.

26.	�Testori A, Rutkowski P, Marsden J, et al. Surgery and radiotherapy in the 
treatment of cutaneous melanoma. Ann Oncol 2009; 20 Suppl 6: vi22-29.

27.	�Grover R, Chana J, Grobbelaar AO, et al. Measurement of c-myc oncogene 
expression provides an accurate prognostic marker for acral lentiginous 
melanoma. Br J Plast Surg 1999; 52: 122-126.

28.	�Miracco C, Santopietro R, Biagioli M, et al. Different patterns of cell 
proliferation and death and oncogene expression in cutaneous malignant 
melanoma. J Cutan Pathol 1998; 25: 244-251.

29.	�Ohashi A, Funasaka Y, Ueda M, Ichihashi M. c-KIT receptor expression in 
cutaneous malignant melanoma and benign melanotic naevi. Melanoma Res 
1996; 6: 25-30.

30.	�Bastian BC, Kashani-Sabet M, Hamm H, et al. Gene amplifications 
characterize acral melanoma and permit the detection of occult tumor cells 
in the surrounding skin. Cancer Res 2000; 60: 1968-1973.

31.	�Hudson DA, Krige JE, Grobbelaar AO, Morgan B, Grover R. Melanoma of 
the face: the safety of narrow excision margins. Scand J Plast Reconstr Surg 
Hand Surg 1998; 32: 97-104.

32.	�Hudson DA, Krige JE, Strover RM, King HS. Malignant melanoma of the 
external ear.  Br J Plast Surg 1990; 43: 608-611.

33.	�Hudson DA, Krige JEJ. Results of 3 cm excision margin for melanoma of 
the scalp. J R Coll Surg Edinb 1995; 40: 93-96.

34.	�Hudson DA, Fenn C, Krige JE, Johnson C. Melanoma of the foot in white 
South Africans. Scand J Plast Reconstr Surg Hand Surg 1996; 30: 315-319.

35.	�Krige JE, Isaacs S, Hudson DA, King HS, Strover RM, Johnson CA. Delay 
in the diagnosis of cutaneous malignant melanoma. A prospective study in 
250 patients. Cancer 1991; 68: 2064-2068.

36.	�Whitaker DK, Sinclair W, Melanoma Advisory Board. Guideline on the 
management of melanoma. S Afr Med J 2004; 94(8 Pt 3): 699-707.

37.	�Krige JE, King HS, Strover RM. Prophylactic hyperthermic limb perfusion 
in stage I melanoma. Eur J Surg Oncol 1988; 14: 321-326.

Melanoma in black South Africans 
(continued from page 75)

A rare congenital   99 7/7/10   3:16:20 PM


