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and dental caries on all primary molars. He was treated
treatment was performed under general anesthesia.

treatment should be carried out in comprehensive consult
No.2: 104-107, December 2017)

DENTAL MANAGEMENT OF A PATIENT WITH KABUKI SYNDROME : A CASE REPORT
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Kabuki syndrome is characterized by typical facial features (elongated palpebral fissures with eversion of
the lateral third of the lower eyelid; arched and broad eyebrows: short columella with depressed nasal tip:
large, prominent, or cupped ears), minor skeletal anomalies, persistence of fetal fingertip pads, mild to
moderate intellectual disability, and postnatal growth deficiency.

A 6-year-old male with kabuki syndrome was referred from the local dental clinic for left facial swelling

drainage under physical restraint, and left maxillary second primary molar was extracted. Other caries

As the syndrome involves many different medical problems, special cares should be considered. Dental
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for acute periapical abscess with incision and

ation system. (J Korean Dis Oral Health Vol.13,
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Table 1. Proposed Phenotypic Scoring System for
Kabuki Syndrome
Clinical Phenotypic Feature Possible
Finding Details Score
Arched eyebrows
w/sparse lateral
one third
Blue sclerae
Everted lower eyelids
Long palpebral fissures

Ptosis

Strabismus
Facial Large dysplastic ears L
features Broad nasal root 175 points

Flat nasal tip

Abnormal dentition

Oligodontia

High or cleft palate

Micrognathia

Thin upper and

full lower lip

Lip nodules

Brachy- or clinodactyly
Limb/extremity Hip dislocation .

.. 0-1 point®

features Lax joints

Persistent fetal pads
Microcephaly 1 point
Short stature 1 point
Heart 1 point
Kidney 1 point
TOTAL 0-10 points

1. 0-3 features = 1 point: 4-6 features = 2 points; 7-9
features = 3 points; 10-12 features = 4 points; 13-15
features = 5 points

2. 0-1 feature = 0 points; 2-4 features = 1 point
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Fig. 1. Extraoral frontal view of pre-operation; Left facial swelling.
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Fig. 2. Periapical radiographic view of pre-operation; Severe
Dental caries of maxillary second primary molar.
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Fig. 3. Intraoral view of pre-operation.

Fig. 4. Intraoral view of post-operation.
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