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Papillon-Lefévre syndrome (PLS) is an extremely rare autosomal recessive disorder character-
ized by palmoplantar keratoderma and periodontitis and occuring with an estimated incidence
of 1—4 cases per million. Patients with PLS are highly susceptible to infection. The etiology of
an infective susceptibility is unknown; however, an association with defects in neurophil dys-
function, insufficient lymphocyte response to pathogens, defects in monocyte functions and im-
pairment of NK cell cytotoxic function has been suggested. To our knowledge, this is the first
case report of atypical maxillary sinusitis accompanied by PLS, and we represent the case with
areview of the related literatures. Korean J Otorhinolaryngol-Head Neck Surg 2013;56:456-9
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Atypical Maxillary Sinusitis Accompanied with PLS I Park T, et al.

Fig. 1. Endoscopic photographs of
right nasal cavity show medial wall
of maxillary sinus bulge (A) with in-
flamed mucosa and polyp (B).

Fig. 2. The patient had diffuse hy-
perkeratosis on entire surface of the
palms.
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Fig. 3. Preoperative axial (A) and
coronal (B) CT scans. Expansible
inhomogenous mass with focal cal-
cification on right maxillary sinus
caused nasal septal deviation.

Fig. 4. Paranasal sinus MRI. T1-
weighted magnetic resonance im-
age shows low signal mass occu-
pies right maxillary sinus extends
into nasal cavity without invasion to
adjacent structures (A). It shows low-
er signal intensity than T1-weighted
image on T2-weighted image (B).
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Fig. 5. Biopsy specimens showing mass of neutrophils surround-
ed by a granulomatous response (H&E stain, X 100).
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