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Abstract 

Moniletriks is hair shaft defect seen as mono symptomatic or with some ectodermal anomalies. 

Patients are usually normal at birth, symptoms emerge after a few months. There is not an 

effective treatment. Here a five-year-old moniletriks case is reported, having hair, eyebrows and 

eyelashes growing defect. 
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Özet 

Moniletriks monosemptomatik olarak ya da bazı ektodermal anomalilerle birlikte görülen kıl şaftı 

defektidir. Hastalar çoğu zaman doğumda normaldir ve doğumdan bir kaç ay sonra belirtiler ortaya 

çıkar. Etkili bir tedavisi bulunmamaktadır. Burada saçları, kaşları, kirpikleri büyümeyen ve 

kollarında keratozis pilarisi olan beş yaşındaki moniletriks olgusu sunulmuştur  
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Introduction 

Monilethrix is a rare autosomal dominant dysplastic disease of the hair shaft and was 

described in 1879 for the first time it usually occurs in the first months of life, but 

sometimes can be seen in childhood or in even later ages. Hair is of normal appearance at 

birth but this hair is lost. After 2-3 months dry, brittle, short, no more than 2-3 

centimeters long hair takes place. Hair is fragile and characterized by follicular papule [1-

3]. Here, we present a case of monilethrix with review of the literature. 

Case report 

A five-year-old female patient who applied to our outpatient clinic with complaints of 

non-elongation in hair, eyelashes and eyebrows. Investigation of clinical background 

revealed that complaints had begun approximately at when she was 4 months old. In 

dermatological examination, thinning, shortening and drying of hair shaft with a diffuse 

thinning of the scalp was seen. Family history of the patient was unremarkable. In 

addition, 0.3 to 0.5 mm in diameter skin-colored papules with follicular localization on 

the scalp, eyebrows and eyelashes regions and pilar keratosis on arms was seen in 

dermatological examination. The patient's nails, oral mucosa, and eye examination 

revealed no pathological findings (Figures 1 and 2). In the laboratory investigation, 

complete blood count, biochemistry analysis, thyroid function tests and urinalysis were 

normal. Microscopic examination of hair showed symmetrical and identical in size 
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elliptical nodes in the hairs haft that were separated by narrow internodes. Based on these 

findings, the patient was diagnosed as moniletriks. 

 

 

Figure 1. Papules with follicular localization on the scalp. 

 

 

Figure 2. Sparse eyebrows and eyelashes, papules with follicular localization. 

 

Discussion 

Monilethrix is often autosomal dominant inherited but autosomal recessive inheritance of 

this disease is also reported and is characterized by the hair shaft disorder. Sporadic cases 

due to de novo mutations can be seen without a family history [1, 4]. In our patient, there 

was no family history. Mutations in the human hair keratin genes (hHb1 and hHb6) may 

be responsible for the pathogenesis of monilethrix. As a result of these mutations, hair 

breakage at different degrees, hair loss and follicular hyperkeratosis can be seen. It is 
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estimated that mutations mainly occurs in germinative cells of hair cortex, this defect 

causes impaired cycle and deterioration of diurnal rhythm which cause shrinking and 

expanding sections of the hair shaft. Growing, structure and number of cortical cells in 

large segments of the hair is normal. Thinner segmented portion of the hair is more 

transparent, contoured and has a smaller number of cortical cells. There is no medulla in 

histological examination of this section [1, 4-7]. In monilethrix, there are lanuga hairs in 

the neonatal period which has normal appearance. Asymptomatic changing of the hair 

after the birth starts within 6 weeks-1 year [2, 3]. In our patient, the complaints began at 

the four months after the birth. Often occipital region, nape or even the entire hair is 

affected in monilethrix. Eyebrows, eyelashes, axillary and pubic hair of patients may be 

affected. Follicular papules on neck and nape can be seen. Hair is fragile and rarely 

longer than 1-2 cm. Keratosis pilaris and koilonychia, rarely mental retardation, growth 

retardation, syndactyly, cataracts, tooth, nail anomalies may accompany the disease [8, 9]. 

In our patient, all the hair, eyebrows and eyelashes were involved and had keratosis 

pilaris on the arms. Trichogram and light microscop plays an important role in the 

diagnosis of monilethrix. Significantly increased anagen hair is seen in tricology 

examination. Nodal structures is in the form of beads and intermodal structures that 

appear lighter and 0.7 to 1 mm in thickness between the nodal structures were seen in 

examination of the hair shaft [10, 11]. The prognosis of monilethrix is variable. Although 

in many cases disease is persistent, in some cases it may regress in adolescence. In some 

cases reduction in disease during the summer months, pregnancy with age has been 

reported. In addition, reduction in disease in a case after the first menstrual cycles and 

after iron treatment in case with iron deficiency anemia has been reported in the literature 

[7, 12, 13]. There is no effective treatment for monilethrix. There are cases who were 

treated with systemic corticosteroids, oral retinoids, vitamins, peeling, and topical agents 

such as minoxidil in the literature. In addition, avoiding from hardly crawling and 

brushing of hair is very important for the protection of existing hair [12-17]. 

In light of this literature it is understood that monilethrix is disease with childhood-onset 

and genetic and hormonal factors are accused in the etiology, yet there is no an effective 

treatment protocol and prognosis may differ between patients. Here we present a rare case 

who has monilethrix with only cutaneous involvement to contribute to the literature. 
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