Abstract

A CASE REPORT OF MULTIPLE ODONTOGENIC KERATOCYSTS
ASSOCIATED WITH BASAL CELL NEVUS SYNDROME

June-Ho Byun, Seong-Hee Park, Uc-Kyu Kim, Hae-Ryoun Park*, In-Kyo Chung
Dept. of Oral & Maxillofacial Surgery, Dept. of Oral Pathology*,
College of Dentistry, Pusan National University

The basal cell nevus syndrome is a well recognized entity, the major symptoms of which are basal cell nevi, multiple jaw cysts,
skeletal anomalies, and ectopic calcification. The syndrome follows a hereditary pattern, which is characterized by a highly penetrant,
autosomal dominant gene with multiple and variable effects. The patient often has a characteristic face, with frontal and temporopari-
etal bossing, which results in an increased cranial circumference. The eyes may appear widely separated, and 40 percent of patients
have true ocular hypertelorism. Jaw cysts are one of the most constant features of the syndrome and are present in at least 75 percent
of the patients. The cysts are odontogenic keratocysts and frequently multiple. Radiographically, the cysts in patients with basal cell
nevus syndrome do not differ significantly from isolated keratocysts. The cysts in patients with this syndrome are often associated with
the crowns of unerupted teeth; on radiographs they may mimic dentigerous cysts.

We report a case of multiple odontogenic keratocysts associated with basal cell nevus syndrome with the literature of review.

Key words : Basal cell nevus syndrome, Multiple odontogenic keratocysts

LN 2 5% 714 A E o] Pt ele] 90w olei e 313 eko] v
254 A% A5 F2 /1% B stel 492 ¢

Aol A v % 2 obs FAZ W dste 3AE E3] 48 &
Atk o]d W E Aok e TAY F Yo WEE of #7141 ol HAHER F714 0 AL F 2.8k,
ol FF WAt AAE] otz AZE TAE o F F 2 WA E ot 5 SAA o] BEA A tg HIHE 9
T 9tk o]t FEA WAt thig o2 yehd A% 0|9 & gt SApol A YA, AT A AALE B3 71 E
Al 18T F = 3o 2L 7| R EE S (basal Euksoa st AEE obZ o] il A AsY e UAd
cell nevus syndrome)S £ = Qlth 7| AAM E RS 2O Aol Aol AP A E THILE A HIs gy,

M) $40% §A5 0 W 54 o] T4 304 o)A Abo]e] 1}

ojo] A2 obZo] WAt B FO JAAMESS UERATP. I. 3820
Fzo WAL E9) v A Aust gEsel dehie
2SR G $EOR 29 £ oy 2AMY 1V AR Ao 95 A ngH BES Fo
sHoz= A4 ety dEolw o) thigos vedth 2 dsdrh 89 T AFA0E o3 vk A 919
ol YF2 o] TFrH WAjE A s dEET A4 F A SEAE ARYFET 22 JEHE AF vE) £
2 (satellite microcysts), <] /449141 ¢ -2 7 A A =2 Huj o] e WEAAE Belon XopdgS AT e 5Hd
A4 AT RS0 B4 Ealo] Uehdth dF dwHoz  AAMEL 949 AYE grky Stk B SFAY
o] HES, ks et 4SS HEon diguts 3
HE S AP ErA AALAZ oFZ o) thaba YEA WAE Jeh) )
602-739 H Al A A o} = 17F101 ] }\]—OL"IO; g=] ! a; 0]’—1 = R iOE o 0o ? o:—e mff
HANY 87 2] 7)) 8 Fpolorel 9] 58k A ot -5 AXA, 8t F 59 A2t Ao #EE HaAs v
June-Ho Byun BEA|okel wdo] Qlow Wi A YR el 11
Dept. of Oral & Maxillofacial Surgey, College of Dentistry, Pusan National Univ.. Alol B LR o 01011 510F A= H o] W Al p] B
1-10, Ami-Dong, Seo-Ku, Pusan, 602-739, Korea gel 9 ‘] © co= UFE}LH_”‘—L]— stet A5 el Has =g
Tel. 82-51-240-7436  Fax. 82-51-244-8334 sfot 5 ZAX o ddE A FELR B ojgglon

w
o
(3]



CH2IA]: Vol. 26, No. 3, 2000

Aol ERE H

Fig. 4. =7

SOIM B9 M3t

=

=4

Fig. 5.
=l

Ct.

o]}
N

0{=1

306



JIMMEREIS ST 2EE ofZe CHEY Ay ARgEe] AlglH

Fig. 7. 2% ST B BRUAN SRENON IZ o 4mme oo a2 AN ARRAT AL AP 1F IAAAL

THT SE0IM OlZ=28 wHg + P splintS F2a ek & F 2AGANA 5 a2
HAL FHRE L 5659 SRR E €8 A3k 4]
= A718)50) JAT US4l BARGO R FEA 47
< welon 43s sk AUEAH Aol 4357 (ete
fidge)gto] AHEHAT AFZAMANE A7 4L 9 A
o Basol AFH A4 28y YEL BAKFg 8. 5
A v E 90 o gAEol EF AL WM ARE
< o Wadl U £714 A4 2 QAW B A s
aoH BT WAHAEGS AlF el hFig. 9).

ol 4% Av] o] 7+8 19561 Philipseno] & 0.2 2|4 73}

FEs AdFEAey 1 F2 5742 196349 Pindborg e}
Hanservol olal 3 715 ek Qe o A4 78y wEe
s - B9 geo] NQEg A4 EOR G wLe Byt

%173 7} 8} (orthokeratinization) <2 27} 3} (parakeratinization) ¥ 3

oX,

Z oo Has viad AX, AlhTA e FHA] gle A HE Hud Q% FAE dehi L 95 E g 71AA
o2 HATKFig. 1, 2). AFE 92 FoME oZo thry o X SAMGL I B e 24T WEd dvEty 7
2 uAe A ) A HAas e o 35 ke 2% WA w2 AEES YRR, AR AES U A4
Hadl slel AFHe WAE Qi 2932 YehlithFg. 3, 9 THEE 9, AT FEF ALAFLR o F
4,5). o) sty Pat 9 LA AT ol AR gy FETILE ISR &H I e uE A $EAe
ARE AANAE S0l 2AL Qo T8 Al Faway 2] Wb EES fA AR §A4E FAEE S vER
oAt A M35t AN T FRARA FAH B SIStk B olHE Ay Aol dFe 271 HiE T8
Ao A 23 34RO THA) 5Zo| M o] I5ES AT £ ol T QAT LAY ST A4 74EHd dE o] AN
ATHFig. 6, 7). 359 A ZEE A Q) o R gol 4 i thalA] Stoelingast Peters®= 71 A A A €] 7191 A=A
AHA o A EE ST 3 opz o] Ty thiy L} Shear¢} Soskolne?2 A golof A1 9] 7] 9& F4dt] A4
AR A3 dEoR AT L FE Y| E T 7431 dFEThe 9] ol BHe FAusT 5 A
e A dgo] HuHe] AR AEEd I FAAES /1R Bl Uehve 9T = AohET st A4k, S48 2A
ARE o7 GFoIAT N2FH Aote] HES Fa) FF ZH2RY AEYS U 7 e v 7KL 3leH o
oFze Ful, 715 S AU FAE AE $8S0E AFe 2 Qld WM ETH A A4 A gl E 9l
S NPT AZ gote) HaE AYe RE Had dsl ¢ oL TS

307



CH2IA]: Vol. 26, No. 3, 2000

A A3 el e T A dEE F
= s 43t A9 vels A9t B
off w2 6~60%2] A&l SlolM = 214 Zkshe
AET sk A9 E 7= AfedM ° w2
HAohs, A4 248k 3F 9] =2 Aol tej A=
7} 9 tHe69, Brannon?S- o] & Ao o A &) Z A W 2] 4]
I Ao #AS AFei=l o ek FE A frAreA &
AZ Golol= A MAL}L Al ko] 74 2 g 3ES m Rty 5
A3 Donnof 592 & ol A ¢] ¢l -3l & 2x(collagenase) <+
52882 (forinolysis) 23 ¢] Z7he} A wrate] 9712
atlom Ahlfors 50 2174 ZkshAd @59 A= ot el o
FEoll A Hole Avshs b A% S 7L ity
ate] o] 2 Qg =& A3 A FEA] 214 E(cystic neoplasm)
S5 AXFHoloF g FAeAT E3 FEAAT o] H =
o A A% B E Y Vediofe 59 A AA o LA
23 94 A3 (satellite microcysts)5-o] Aol 2 S 13
L Fsklen Tollerd= thE @5 B ok 214 Z4sHy
= NER uehe] Bt sfo] AnbH oz A4 7t
4 3ol e A HEsa FH =8 < (peripheral
ostectomy)s 713 A B of7]w of " Ao X A e
AAE ool TFAIFI7| % oy, T2t Browne?> 2|4 Z¢
M) @ AA gExRUE, e dAEd, 18X
AEed A vag A3 el 2 Zel7k flo %
SHAL HToll= FH BEAQ A87F Bl A HY e A
= AR o T,
o] g8t A 7+ WA
T Mt 2ol 714 A
drome) o A 4
2 Howell3} Caro™el] 23
GOltZZB)Oﬂ e v Ard 2
A Arole] wpolo] AJZHE I HUoll M HIREE Hle R WHH
FEE B2 3hajol A oF7e] A E(dullness)o] ) gk}, oFF <]
g A4 ZshA 3, 9] vhdAd 7IZWJ°‘ :% L %
Foldst T H3stse F2 SHCR O}U%
‘:ﬂﬂ,] Ez o]; 7_1331
Are] A7) 5/\}0] 9 7
ATH?, efz o) th ggo

_>L
llll-r
rlo
E
2 oX 4 o rir

—_
o
2

b

of thEd o2 Yehe 7% 2L

(basal cell nevus syn-
= NNAMZEREI T
Q1A E R o]& Gorlinz}
H5 54 o] F-ol| A 304] o]

lo H:l
ez, i
o|X
i

4

fitl
o
rN

%
~_>&
dlo
Olo
MU

l

nfr

ha)

>(E 5

=
=

ol-N
i
J_‘,
_,V_"
_Q,
)
i
—[ﬂ
_\|L
XN
o

5
o J. ;o 2 A ¢
7%* ERQA Q] A2 %Y
ol A UrEMU% °ole A 73}
7M°ﬂ A sto]

39 2 nn 2 LA »}E}L}ﬂi M5 71404 %
EAEFE 27] A9 A2Ahe] 4TS FRIAAT H2o)
e ) ol S2(oifid ib)FE 2 Lehtel e SZol

AsY B 2E P50 R thehdth 44 5 %9 9 (spina
bifida occulta) =} &> %?‘%(shortened metacarpals) 57 78 2
Z ol AHE Leht thE 2 & F0]449] 233 9]=1Hkyphoscol-
i0sis) & 5009 SHa}ol A AR CE B BE 9] Bzt A o]

308

719 o= (falx cerebri)z} 7 1t 4] 3] 3} 71 H oI,
01 SF7Y F2 5420 A4 7sh dE el thsl Browne?
A FExde, AEed dAed 18y e 5
= HAg A3 AgEol] & zpol7h flojA A A5
Hope WA BAAQ e wEtky &%=l Ahlfors 5
AWl 24 73] dE R ZIAM 2RSS #Y
d 243 Gl M B E T8 A9, A 29F T
o] AFHUTH st Woolgar 59 714 H £ &

A4 7+shd ”5011*1 o =2 Adss
23 GE AEeFo s 7 FEEAol Sl doH
Moos$} Rennie®= 7] A M) TR =5 287} of| A zhalA] W A
7% A A AT AN 28-S B 73 th 18y Donatsky 2}
Hjorting-Hansen?- 7] A4 Al £ B Wk5- 3ol A Kol X4 743}
A gEol o B2 9 94 AdE S HolAw FE e A
] el Al Hafol 7k flkal F7ste] o] Ao A% o &
°=H‘L7} ook g FAs AT A4 Zshd o] =2 Al
= A AMAo| R A4l e Z]EJP ﬁw}ﬁ}olﬁ oA gk
T2 A

I

[o3

T K
ot o
ST

=
o

¥ R
o o
o R

uj

o, 1
o
>~
>
2
4%

ox
o
>~
>,

[
1L o M oX

oY
)
fviod
o
rlo
=y
)
i
Mo
ot
=
Y
K
ot
N
i
[
errl
rr
jus)
o
£ H

1. Neville BW, Damm DD, Allen CM, Bouquot JE : Oral & Maxillofacial
Pathology, 1st ed. Philadelphia, W. B. Saunders, 1995, p.501-3.

2. Som PM, Curtin HD : HEAD and NECK IMAGING, 3rd ed. St. Louis,
Mosby, 1996, p.326-8.

3. Donatsky O, Hjorting-Hansen E : Recurrence of the odontogenic
keratocyst in 13 patients with the nevoid basal cell carcinoma syn-
drome. Int J Oral Surg 9:173-6, 1980.

4. Philipsen HP : On Keratocyster(Kolesteatomer) | Kaeberne.
Tandlaegebladel 60:963-80, 1956.

5. Pindborg JJ, Hansen J : Studies on odontogenic cyst epithelium.
Clinical and roentgenologic aspects of odontogenic keratocysts. Oral
Surg Oral Med Oral Pathol  42:54-72, 1963.

6. Chuong R, Donoff RB, Guralnick W : The odontogenic keratocyst.
IntJ Oral Surg  40:797, 1982.

7. Brannon RB : The odontogenic keratocyst. A cliniopathologic study
of 312 cases. Il. Histologic features. Oral Surg 43:233, 1977.

8. Stenman G, Magnusson B, Lennartsson B, Juberg-Ode M : In vitro
growth characteristics of human odontogenic keratocysts and
dentigerous cysts. J Oral Pathol 15:143, 1986.



10.

11.

12.

13.
14,

15.

16.

17.

18.

19.

20.

21.

Zachariades N, Papanicolaou s, Triantafyllou D : Odontogenic kera-
tocysts. Review of the literature and report of sixteen cases. J Oral
Maxillofac Surg 43:177, 1985.

Ahlfors E, Larsson a, Sjorgen S : The odontogenic keratocyst : A
benign cystic tumor?. J Oral Maxillofac Surg 42:10, 1984.

Stoelinga PJW, Peters JH : A note on the origin of keratocysts of the
jaws. Int J Oral Surg 2:37, 1973.

Soskolne WA, Shear M : Observations on the pathogenesis of pri-
mordial cysts. Br Dent J 123:321, 1967.

Shear M : Primordial cysts. J Dent Assoc S Afr 15:211, 1960.

Siar CH, Ng KH : Orthokeratinized odontogenic keratocysts in
Malaysians. Br J Oral Maxillofac Surg 26:215, 1988.

Wright JM : The odontogenic keratocyst : Orthokeratinized variant.
Oral Surg 51:609, 1981.

Donoff RB, Harper E, Guralnick WC : Collagenolytic activity in kera-
tocysts. J Oral  Surg 30:879, 1972.

Vedtofte P, Praetorius F : Recurrence of the odontogenic ketatocyst
in relation to clinical and histological features: A 20 year follow-up
study of 72 patients. Int J Oral Surg 8:412, 1979.

Toller PA : Protein substance in odontogenic keratocysts. Br Dent J
128:317, 1970.

Attenborough NR : Recurrence of an odontogenic keratocyst in a
bone graft: Report a case. BrJ Oral Surg 12:33, 1971.

Nicolatou O, Kakarantza-Angelopoulou E : Odontogenic kerato-
cysts: Clinicopathologic Study of 87 Cases. J Oral Maxillofac Surg
48:593-9, 1990.

Voorsmit RA, Stoelinga PJW, Van Haelst UJ : The management of

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

JIMMEREIS ST 2EE ofZe CHEY Ay ARgEe] AlglH

keratocyst. Maxillofac Surg 9:228-35, 1981.

Williams TP, Connor FA : Surgical management of the odontogenic
keratocyst: Aggressive approach. J Oral Maxillofac Surg 52:964-6,
1994,

Browne RM : The odontogenic keratocyst: Clinical aspects. Br Dent
J 130:225-9, 1970.

McGrath CJR, Myall RW : Conservative management of recurrent
keratocyst in Basal-cell nevus syndrome. Aust Dent J 42:399-403,
1997.

Peled M, Kohn Y, Laufer D : Conservative approach to unerupted
teeth within cystic lesions in Gorlin s syndrome. Am J Orthod
Dentofac Orthop 99:294-6, 1991.

Meilelman F : Surgical management of the odontogenic keratocyst:
Conservative approach. J Oral Maxillofac Surg 52:960-3, 1994.
Howell JB, Caro MR : The basal cell nevus: Its relationship to multi-
ple cutaneous cancers and associated 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.

Lo Muzio L, Nocini P, Bucci P, Pannone G, Consolo U, Procaccini M
. Early diagnosis of nevoid basal cell carcinoma syndrome. J Am
Dent Assoc 130: 669-74, 1999.

Woolgar JA, Rippin JW, Browne RM : A comparative histological
study of odontogenic keratocysts in basal cell nevus syndrome and
control patients. J Oral Pathol 16:75, 1987.

Moos KF, Rennie JS : Squamous cell carcinoma arising in a patient
with Gorlin" s syndrome. Br J Oralmaxillofac Surg 25:280-4, 1984.

309





