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A Case of Netherton's Syndrome in a Newborn

Eun-Hee Lee, M.D., Ellen Ai-Rhan Kim, M.D., Ki-Soo Kim, M.D., Beom-Jin Cho, M.D."
Jai-Kyoung Koh, M.D." and Soo-Young Pi, M.D.

Department of Pediatrics, Ophthalmology” and Dermatology f, Asan Medical Center,
College of Medicine, Ulsan University, Seoul, Korea

Netherton’s syndrome is an unusual disorder which consists of triad of ichtyosiform dermatosis,
multiple defects of hair shaft and an atopic diathesis. The finding of bamboo hair is pathognomic in
Netherton’s syndrome and the ichthyosiform dermatosis may consist of either ichtyosis linearis cir-
cumflexa or congenital ichthyosiform erythroderma. Often, variability in the clinical features leads to
a delay in diagnosis in many cases. We report a case of Netherton's syndrome diagnosed in the
neonatal period. The patient presented with severe ichthyosis and confirmed microscopically distinc-
tive bamboo hair. (J Korean Pediatr Soc 2003;46:389-392)
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Fig. 1. Whorly hyperpigmentation and double-edged scales
are seen on the back of patient.

Fig. 3. A scalp hair shows ball and socket deformity-bamboo
hair under light microscope(A, *X200) and electron microscope
(B, x500).

Fig. 2. Biopsy specimen shows hyperkeratosis, parakeratosis,
follicular plugging in the epidermis, consistent with ichthyosis Fig. 4. By the ophthalmologic exam, opacity was seen in the
(H&E stain, x100). lens, consistent with cataract.
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Fig. 5. Follow up at 12 months shows much improved scaly,
hyperkeratotic skin lesions.

Fig. 6. There ware local alopecia with island of brittle, scanty
and short hairs on the scalp.
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