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Abstract: Papillon Lefevre Syndrome (PLS) is a rare disease, associated with the early onset 
periodontal break down in deciduous and permanent dentition.The etiology of PLS is not exactly 
determined but recently, mutation in catespin C gene, as a genetic basis for the disease, has been 
established. The aim of this study was to investigate the HLA status in patients affected with PLS. In this 
research, the frequency of HLA-I and HLA-DR in 9 PLS patients (Belonged to seven unrelated families) 
were compared with 37 healthy people (controls). Fisher exact test was used for data analysis. The results 
indicated that the frequency of HLA-B18 was significantly higher in the patients’ group, compared to the 
control group(P<0.05). The present study, based on the serological methods, is the only existing 
controlled study regarding PLS. However, in order to get accurate results, a molecular technology with 
more samples is required. 
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HLA-DR HLA-C HLA-B HLA-A �
��#

DR11 Cw4 B18, (35+53) A2, 28 W

DR3, 7 Cw4 , w7 B8,51(5) A26(10) Z

DR2, 11 Cw1, w3 B18, 44(12) A3, 24(9) C

___ ___ B40 A9, 11 [

DR3, 8 Cw2 , w4 B(35+53), 51(5) A11 N

DR1 ___ B5, 18 A1, 24(9) \

DR3, (10+1) Cw2 B8, 51 ( 5) A2, 3 D*
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A1 q66/6M6�7/Vn.s
A2 6MM6/868Mq/6�n.s
A3 V9q/668Mq/6�n.s
A9 vvv/v6�7/Vn.s
A119��/�8Mq/6�n.s
A23(9) 6�9/6vvv/vn.s
A24(9) �q9/78Mq/6�n.s
A25(10)6�9/6vvv/vn.s
A26(10)�8v/q8Mq/6�n.s
A28V9q/666�7/Vn.s
A29M78/9vvv/vn.s
A32�8v/qvvv/vn.s
A336�9/6vvv/vn.s
B5 �v7/7669/Vn.s
B7 9v�/�vvv/vn.s
B8 8vM/M887/69n.s
B13��q/Vvvv/vn.s
B14M��/9vvv/vn.s
B158vM/Mvvv/vn.s
B16vvv/v669/Vn.s
B179v�/�vvv/vn.s
B188vM/MM9M/86(P < 0.05)
B216�8/6vvv/vn.s
B376�8/6vvv/vn.s
B38(16)8vM/Mvvv/vn.s
B39(16)8vM/Mvvv/vn.s
B408vM/M669/Vn.s
B44(12)��q/V669/Vn.s
B49(21) 8vM/Mvvv/vn.s
B51(5) �v7/7M9M/86n.s
B55(22)�v7/7vvv/vn.s
B(35+53)6v6�/6�887/69n.s
B606�8/6vvv/vn.s
CW1vvv/v666/66n.s
CW2��M/6v888/88n.s
CW366Mv/67666/66n.s
CW46Vq8/87MMM/MMn.s
CW58�6/Mvvv/vn.s
CW66Mq6/88vvv/vn.s
CW7��M/6v888/88n.s
CW96V�/6vvv/vn.s
CW196V�/6vvv/vn.s
DR1Mvv/�6vv/6vn.s
DR26M�V/866vv/6vn.s
DR38vMM/MMMvv/Mvn.s
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