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Table 1. The diagnostic criteria of Nevoid Basal Cell Carcinoma Syndrome by Evans et al ™.

Major criteria:

Three or more cutaneous palmar or plantar pits
Bifid, fused or markedly splayed ribs
. First degree relative with NBCCS

Ouks W=

More than two basal cell carcinomas (BCC) or one BCC under the age of 20 years
Histologically-proven odontogenic keratocysts of the jaw

Minor criteria:

Any one of the following features:
1. Proven macrocephaly, after adjustment for height

One of several orofacial congenital malformations: cleft lip or palate, frontal bossing, ‘coarse face |

moderate or severe hypertelorism

3. Other skeletal abnormalities: Sprengel deformity, marked pectus deformity, marked syndactyly of the digits

4.

Radiological abnormalities: Bridging of the sella turcica, vertebral anomalies such as hemivertebrae, fusion or elonga

tion of the vertebral bodies, modelling defects of the hands and feet, or flame shaped lucencies or the hands or feet

5. Ovarian fibroma
6. Medulloblastoma

* The diagnosis of NBCCS requires the presence of two major, or one major and two minor criteria.
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Fig. 1A. Extraoral photograph : Hypertelorism
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Fig. 1B. Extraoral photograph : Mouth opening.



Fig. 2A. Intraoral photograph
Anterior cross-bite.

Fig. 3. Brain MRI: Ectopic Fig. 4. Chest PA radio- Fig. 5. Hand-wrist radio-
calcification in brain. graph graph.

Fig. 6. Waters view Fig. 7. Initial panoramic view. Fig. 8. Initial Dental CT view.
radiograph.

=

Fig. 9. Histologic finding ( x10)

727



J Korean Acad Pediatr Dent 35(4) 2008

i
:‘_I‘
=)
42
o
_0|£
12
2
it
olX
b
o L
=
L
[
i)
&

s
B
=
oN = rlo |
w
S
=
o
2
=2
12
Ui
1o
o,
ofN
e
k)

o
oy
o
BN

7] Adkayed) 23

1o
>~
|t
1o,
18
m?(_:
s
ofy
ko
_o|£
ivj
=]
_O‘L
o >0

N
X,
>1_{
ol
ol
lo
(e}
=
S,
(o
fru
B
rl
o mi W
2l
BN
i

HE
N
&

i
__)‘4_:“
s
g
=

1o
X
33
o[}ln
—
2
1o
B2
flo
e,
ot
oX
=)
Y
o
Lo MY E

R

=
Ho
oXx
ok
o
Y
2
of

ol
)
b
o
kY
o

)
Y
)
A
o,

oo rlo ;qug T
(o
iglﬁﬂﬂ
DI
o 2

82 4 %
N
N

o o
>N} _]}1_'
T ok
o of. H
o £

o

T

C,

o

ol

ol

rir
oon ob
rﬁ HE .A

il
kD

o

- R

PN
b2

PN
—{0{1 _124 .
=2

ki

Rl 0%
r\-NI

N

or H

277hd o el i &

ol %7] WRolekm H7ke % ke,
AL FFTe AR BEE 20, F04 95

o7 shskel P13 F7149

AA7L estn ohg dEe ALEE 2

o 5l thig ok g

H
L Bl
2
“é% L
£ o
" e
iz fo 30 g
N
BN
o W (o fr

bt i
PR

1o o O O !

Su "
=
)y
o
1)
iy
ot
1o
o
it}
o
xo o

om U
z,

£

o ofi
£ o
i) 59
BT
r oo
=
RO
2 (o
ila} o d
N g
o[;‘ tlo
T o
dr o
)
O, do pE
ol
é‘ _84
ot
b

o fIF Jo

N
7
%

pluggerE #7138t obturator’} 3 AFEE T,
Axunt o737 AHE X4 FFY A5 £33 0|9}
1, &2 3] A 18 A ok sttt whEkA] 7]A]

>~ N
>N
o o

= o
el
=
o|X
ol
=L
o
N
uls
oo
=
=2
>
N
(]
=
=
s
-}
rL
o
>
2
>~
>
™

In
ol
i)
b
=)
K
Yl
3)4:
2
>
2
tlo
:}‘:’;
e
_orlL
L
ot
of
o,
R
e
L
Jr

[t
St

i) grovt 1AM £eE
2 3% g 5+ 9. 714

o) W37} epE e o A

Ni ﬁ
T
fr

fy
i

N
)
>
b
3l
=
fo ofn
o, o
~N [
o 1o
oy o
)
(o]

2,

N
2 2
:‘—I'U&g

BURE ]
vl
rir
ox
N,
2
o

w
E a

et
>,
ot
b
W

ol o>
ox
o
Sy
=
o N
LT
A
o
o
=
il
Ho

N
-

(¢ ln
it
)
1L
oX,
rE
o
ot
~
o|f
o,
o
0,
o]
d
fru

o N

EA o] o]Z3}7] wj&o]
Sl R, R )

|
Ql el dast

728

k)

L

"
O

=
Mo 19 o & 19 dlo
%
N
2
B

10.

11.

)

oX

i OF
ox, H ofN
. —
e =
Al

30 Al
Ho

:?L_‘.

e

e

rot

oy

o

lo,

)

mY)

)

P

oap & oX,
N
o
ks

© g ]

o
o
| ox
%,
= j%
o
HE,
(o]
0,
[e]
N Y

ya, M
> °§>;
O]
fo o
s
j@ ity
T o ¢
T O
T op
- oL
e £
N
o =
ol —~
X 38
© g
ol
o
L
0 3

o

o
N
-
e
ko
ofr
—_

. Neville BW, Damm DD, Allen CM, et al. : Oral &

Maxillofacial Pathology. 2nd ed, Philadelphia, W. B.
Saunders, 598-601, 2002.

. Jarish W @ Zur lehre von den autgeschwulsten.

Archiv Jur Dermatologic und Syphilogic, 28: 163-
222, 1894.

Howell JB, Caro MR : The basal cell nevus: Its rela-
tionship to multiple cutaneous cancers and associat-
ed anomalies fo development. Arch Dermatol, 79:67-
74, 1959.

. Gorlin KJ, Goltz RW : Multiple nevoid basal cell

epithelioma, jaw cysts and bifid rib: A syndrome. N
Engl J Med, 262:908-12, 1960.

Gorlin RJ @ Nevoid basal cell carcinoma (Gorlin)
syndrome : unanswered issues. J Lab Clin Med,
134: 551-552, 1999.

. Reisner KR, Riva RD, Cobb RJ, et al. : Treating

nevoid basal cell carcinoma syndrome. JADA,
125:1007-1011, 1994.

Fardon PA, Del Maestro RG, Evans DG, et al. :
Location of gene for Gorlin syndrome. Lancet,
339:581-582, 1992.

Cohen MM Jr : Nevoid basal cell carcinoma syn-

drome: molecular biology and new hypotheses. Int J
of Oral Maxillofac Surg, 28:216-223, 1999.

. Bakaeen G, Rajab LD, Sawair FA, et al. : Nevoid

basal cell carcinoma syndrome : a review of the lit-
erature and a report of a case. Int J
Paediatr Dent, 14: 279-287, 2004.

Evans DG, Ladusans EJ, Rimmer S, et al. :
Complications of the naevoid basal cell carcinoma
syndrome: results of a population based study. J
Med Genet, 30:460-4, 1993.

ekt Abd St o] 3] ¢ ke AR
gk Ul E3AE AlE, 352-3, 2001,



12.

13.

14.

15.

16.

17.

18.

Clendrnning WE, Block JB, Radde IC, et al. : Basal
cell nevus syndrome. Arch Derma, 90:3814, 1964.
Hamosh A, Scott AF, Amberger J, et al. : Online
Mendelian Inheritance in Man (OMIM), a knowl-
edgebase of human genes and genetic disorders.
Nucleic Acids Research, 30: 52755, 2002.

Hogan RE, Tress B, Gonzales MF, et al. : Epilepsy
in the nevoid basal-cell carcinoma syndrome (Gorlin
syndrome): report of a case due to a focal neuronal
heterotopia. Neurology, 46: 574-576, 1996.

Tumer CERN, Balci S, Atac A : Two male patients
with nevoid basal cell carcinoma syndrome from
Turkey. Turkish Journal of Pediatrics, 43: 351-355,
2001.

Lo Muzio L, Nocini P, Bucci P. et al. : Early diagno-
sis of nevoid basal cell carcinoma syndrome. J Am
Dent Assoc, 130: 669-74,1999.

Auluck A, Suhas S, Pai KM : Multiple odontogenic
keratocysts: report of a case. J Can Dent Assoc,
72:651-6, 2006.

Dominguez FV, Keszler A @ Comparative study of

729

19.

20.

21.

22.

23.

24.

CHataolx|TbetE| x| 35(4) 2008

keratocysts, associated and non-associated with
nevoid basal cell carcinoma syndrome. J Oral
Pathol, 17:39-42, 1988.
WA, 5T, HER T 0 ARG EY A B AR
A 54, tigkiobx] 383 #], 31:169-179, 2004.

AR g oJsf e A WE
Fr=. thgkiolx| #8tslA], 28:67-71, 2001.

Taicher S, Steinberg H, Lewin-Epstein J, et al. :
Acrylic resin stents for marsupialization. J Prosthet
Dent, 54:818-9, 1985.

Gorlin RJ : Nevoid basal cell carcinoma syndrome.
Dermatol Cln, 13:113-25, 1995.

Taicher S, Shteyer A : The basal cell nevus syn-
drome associated with cleft lip and cleft palate :
report of case. J Oral Surg, 36:799-802, 1978.
Manfredi M, Vescovi P, Bonanini M, et al. : Nevoid
basal cell carcinoma syndrome : a review of the lit-
erature. Int J Oral Maxillofac Surg, 33:117-24,

2004.



J Korean Acad Pediatr Dent 35(4) 2008

Abstract

NEVOID BASAL CELL CARCINOMA SYNDROME : A REPORT OF CASE

Su-Kyung Heo, Nam-Ki Choi, Seon-Mi Kim, Kyu-Ho Yang

Department of Pediatric Dentistry, School of Dentistry,
Chonnam National University and Dental Research Institute and second stage of BK 2

Nevoid basal cell carcinoma syndrome is an ecto-mesodermal polydysplasia with numerous manifestations that
affect multiple organs. The syndrome is an autosomal dominant inherited, with a high penetration and visible
expression. The syndrome is characterized by a series of associated anomalies such as cutaneous, dentofacial,
skeletal, ophthalmologic, neurological, and genital anomalies. Generally, the jaw cysts are multiple odontogenic
keratocysts, affecting any area of maxilla and mandible. Multiple odontogenic keratocysts of this syndrome are
more recurrent than the keratocysts of non-syndrome, thus they are treated aggressively for complete removal.
We report a case of multiple jaw cysts associated with nevoid basal cell carcinoma syndrome. In clinical and ra-
diological examinations, frontal bossing, hypertelorism, mild mental retardation and two odontogenic keratocysts
in both the maxilla and mandible were observed. Two cysts were treated by marsupialization. For the manage-
ment of eruption of unerupted teeth, periodic recall check and orthodontic treatment are required.

Key words : Nevoid basal cell carcinoma syndrome, Multiple odontogenic keratocysts, Marsupialization
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