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Dear Editor,

Hair loss in young children can present a challenging scenario for dermatologists to identify and 
manage. Physicians should always consider the possibility of a hereditary hair condition when 
assessing a patient. Taking a comprehensive history, including family history and performing an 
extensive physical examination of the hair using dermoscopy and biopsy can assist in reaching 
a diagnosis. Understanding the pathophysiology of genetic hair defects can lead to a better 
comprehension of treatment and prognosis.[1]

We report a case of congenital alopecia, where the clinical and dermoscopic characteristics 
helped us confirm the diagnosis.

A 12-year-old boy presented with diffuse hair loss all over the body for 2 years of age. Hair was 
normal at birth; however, the patient lost hair at the age of 2 years followed by the development 
of tiny skin-coloured lesions on scalp. There was no family history of similar complaints. Clinical 
examination revealed multiple skin-coloured follicular papules on scalp, eyebrows, legs and arms 
with non-scarring universal alopecia [Figure 1]. There were few hair on scalp, approximately 10–
15 in number, with positive hair pull test. Dermoscopy of the scalp revealed pigtail hair, coiled 
hair, non-erupted vellus hair and a single Monilethrix hair [Figure 2]. However, trichogram did 
not reveal any specific findings. Histopathology showed sparse superficial lymphohistiocytic 
infiltrate with increased number of arrector pili with normal number of follicles suggestive 

 Figure 1: (a-b) Multiple skin-coloured follicular papules on scalp and (c) eyebrows with non-scarring 
universal alopecia.
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of non-scarring alopecia [Figure  3], thus confirming the 
diagnosis of Monilethrix-like congenital hypotrichosis. We 
did not perform any genetic studies due to non-affordability 
of the patient. We prescribed the patient topical minoxidil 2% 
solution to be applied once at night. The patient showed no 
improvement after 3-month follow-up. Monilethrix meaning 
‘beaded hair’ comes from the Latin term ‘monile,’ meaning 
‘necklace’ and the Greek word ‘thrix,’ which means ‘hair’. This 
condition is inherited in an autosomal-dominant manner. 
It exhibits a high penetrance rate, although its severity can 
range from mild to severe. Three genes (KRT81, KRT83 and 
KRT86) are linked to Monilethrix, as they code for type  II 
hair keratins Hb1, Hb3 and Hb6. An autosomal recessive 
variant of Monilethrix is attributed to mutations in the DSG4 
gene, which encodes the desmoglein 4 protein.[2]

At birth, the scalp hair on the scalp typically appears normal; 
however, within weeks or months, it is replaced by dry, brittle 
hair that breaks off easily. The areas most commonly affected 
include the hair on the nape of the neck and the occipital region, 
often accompanied by follicular keratosis. However, the entire 
scalp was involved in our case, making this case distinctive.[3]

Eyebrows, eyelashes and body hair can be affected, too. It can be 
associated with keratosis pilaris, koilonychia, retarded growth 
and juvenile cataract. However, an alternative diagnosis of 
generalised papular atrichia due to a HR gene mutation (hairless) 
should be considered. In that condition, hair loss occurs within 
a few months of life, and histopathological examination reveals 
a complete absence of hair follicles.[4] In contrast, our case 
showed a normal number of hair follicles on histopathology. 
In addition, we could not conduct genetic studies due to the 
patient’s financial constraints. Dermoscopy reveals normal 
medullated nodes in hair with non-medullated internodal thin 
hair at consistent intervals. The internode indicates the affected 
abnormal hair, which is easily fractured, indicative of Monilethrix 
hair. Monilethrix hair tends to persist into adulthood but may 
show improvement during pregnancy and puberty. A  study 
investigated oral etretinate at a dose of 0.5  mg/kg/day and 
acitretin at the same dosage, yielding satisfactory results; however, 
a relapse occurred once the treatment was discontinued.[5]
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Figure 2: (a) Monilethrix hair (black arrow), (b) non-erupted vellus 
hair- pigtail hair (black arrow).

a b

Figure  3: (a) Haematoxylin and eosin (H&E): ×40 and (b) H&E: 
×100-  Sparse superficial lymphohistiocytic infiltrate with increased 
number of arrector pili (black arrows) with normal number of follicles 
representing telogen-anagen units suggestive of non-scarring alopecia.
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