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Fig. 1. Intraoral View.
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Fig. 2. Panoramic radiograph of 1st visit and 1 year after.

Fig. 3. Hyperpigmented lesion.

Fig. 4. Removable partial denture setting.
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Table 1. Systemic manifestations of incontinentia pigmenti

rgan System
Dental Anodontia, delayed eruption of teeth, hypodontia, impaction, and mal-
formation of the crowns(accessory cusps and pegged [conical)deformity)
Hair 38 - 50 Thin ér sparse hair, and vertex(predominantly)lesions: alopecia and
wooly hair nevus (coarse, lusterless, and wiry patch of hair)
Amblyopia, avascularity in the peripheral temporal retina, cataract,
Eyes 35 - 40 cicatricial retinal detachments, fibrovascular proliferation with retinal
dysplasia, microphthalmos, optic nerve atrophy, pseudoglioma, retinal
pigmentation and strabismus(squint)
Nails 7-40 Onychogryphosis, pitting, ridging, and subungual keratotic tumors
Central nervous system 10 - 31 Qonmlsive disorders, menpal retardgtion, microcephaly, motor retarda-
tion, nystagmus, and spastic paralysis
Chondrodystrophy, cleft palate or cleft lip or both, club foot, congenital,
skeletal and structural 14 dislocated hip, contractures, hemiatrophy, hemivertebrae, scoliosis, skull
deformities, spina bifida, and syndactyly
Breast 1 Aplasia and hypoplasia; nipple: hypoplasia, pigmentation abnormality,

and supernumerary
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Abstract

INCONTINENTIA PIGMENTI (BLOCH-SULZBERGER SYNDROME)
WITH DENTAL PROBLEMS : CASE REPORT

Sang-Yup Lee, Kwang-Hee Lee, Dae-Eop Kim

Department of Pediatric Dentistry, College of Dentistry, Wonkwang Universizy
Wonkwang Dental Research Institute

Incontinentia pigmenti(IP), so called Bloch-Sulzberger syndrome is a rare genodermatosis that occurs almost
in female infant; usually lethal in males, X-linked dominantly inherited disorder. IP is characterized by abnor-
malities of mesodermal and ectodermal tissues including eye, tooth, skin, nail, breast and hair as well as neuro-
logical deficiencies. Dental problems are congenital missing of teeth, delayed eruption, abnormal crown shape
and so on. Here is a case of 6 year-old female with IP. She had congenital missing of primary and permanent
teeth, delayed eruption, maxillary deficiency and extra cusps, resulting in unstable occlusion. Systemically, she

had a history of operating eyes due to problem of retina and hyperpigmented macules on her trunk and extremi-
ties as typical character of IP.

Key words : Incontinetia pigmenti, Bloch-Sulzberger syndrome, Congenital missing, Ectodermal,
Hyperpigmented macules
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