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Primary Essential Cutis Verticis Gyrata: A Case Report

Cutis Verticis Gyrata Essencial Primário: Relato de 
Caso
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	 Dear Editor,
	 Cutis verticis gyrata (CVG) is a rare scalp condition 
characterized by excessive subcutaneous tissue prolifera-
tion, resulting in folds resembling cerebral gyri.1 First docu-

mented by Jean-Louis-Marc Alibert in 1837 and later named 
by Paul Gerson Unna in 1907, it is also known by various 
names like Robert-Unna syndrome, bulldog scalp, and cor-
rugated skin. The estimated prevalence rate in adults is 1 in 
100 000 for men and 0.026 in 100 000 for women.2

	 CVG is categorized into primary and secondary forms. 
Primary CVG can be further divided into essential (unrelat-
ed to any other disease) and non-essential (associated with 
neurological abnormalities like microcephaly, mental defi-
ciency, and ophthalmological conditions). Secondary CVG 
is linked to underlying systemic disorders, endocrine condi-
tions, inflammatory dermatoses, neoplasms, or trauma.3

Figure 1 – Posterior picture of the scalp showing 4 - 5 prominent furrow-lines without concomitant lesions
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	 In this case report, a 22-year-old man without prior 
medical history admitted in the emergency room presented 
scalp lesions that had developed over two months without 
other symptomatology (Fig. 1). The physical examination 
revealed prominent furrow-like folds on the scalp with no 
other skin lesions or associated symptoms. All secondary 
causes were excluded, including endocrinological diseases 
such as acromegaly due to the normal values of IGF-1 and 
GH. The biopsy showed slight acanthosis, elongation of the 
epidermal ridges and slight hyperkeratosis in the epidermis. 
In the superficial dermis, the biopsy showed a perivascular 
lymphohistiocytic infiltrate, vascular ectasia and slight peri-
folliculitis.
	 The patient was diagnosed with primary essential CVG 
and remained under surveillance at the Dermatology clin-
ic. Surgical intervention was considered if the lesions in-
creased in size causing psychological distress or if there 
were recurrent infections.2

	 The clinical presentation of CVG resembles cerebral 
folds and furrows in the scalp. Primary essential CVG has 
no known cause, but it is theorized that autosomal domi-
nant mutations in fibroblast growth factor receptor 2 could 
be related. Other forms of CVG may be linked to various 
underlying conditions, including hormonal imbalances, in-
flammatory skin diseases, infectious diseases, and tumors.4

	 Diagnosing CVG is primarily based on clinical appear-
ance, characterized by 2 to 30 folds measuring 0.5 to 2 cm 
in width and around 1 cm deep, typically found in the occipi-
tal and vertex regions of the scalp.1 Skin biopsies can help 
differentiate primary CVG from secondary forms. However, 
this diagnostic tool may not help in some situations, includ-
ing acromegaly, where no specific histological changes 
are observed. The histopathological findings on primary 
CVG will reveal hypertrophy and hyperplasia of epidermal 

appendages and thickened dermal collagen in the skin, 
whereas the histopathological changes in secondary CVG 
include abnormalities that are characteristic of the underly-
ing etiology.5 Treatment depends on the severity and pa-
tient preference, ranging from surveillance for stable or mild 
cases to surgical options like excision, grafting, or tissue 
expansion for those with psychological distress, cosmetic 
concerns or recurrent infections.2
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