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A PRESERVATIVE APPROACH TO PREVENTION OF SELF-MUTILATION IN PATIENT
WITH LESCH-NYHAN SYNDROME ; A CASE REPORT

Dong-Gyun Kang*, Tae-Wan Kim, Young-Jin Kim
Department of Pediatric Dentistry, School of Dentstry, Kyungpook National University

Lesch-Nyhan syndrome is rare X-linked genetic disorder involving absence of the enzyme hypox-
anthine guanine phosphoribosyl transferase (HGPRT) related to purine metabolism. The deficiency
of HGPRT activity leads to an excesscive uric acid production and consequent hyperuricemia. It oc-
curs almost exclusively in males, and the incidence is estimate to be 1/100,000~380,000.

Clinical presentation is characterized by developmental delay, mental retardation, choreoathetosis,
spastic cerebral palsy, nephrolithiasis, obstructive nephropathy and acute gouty arthritis. A charac-
teristic feature of Lesch-Nyhan syndrome is the appearance of intractable self-mutilation behavior.
Self-mutilation behavior is complicated by secondary infection and tissue loss as well as pain.

The dental management of self-mutilation includes presertive methods of using appliances such as
lip bumper or soft mouthguard and radical methods such as extraction of all teeth or orthognathic
surgery.

A case of Lesch-Nyhan syndrome patient with self-mutilation and severe lower lip injury is pre-
sented. He was treated successfully with soft mouthguard.
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Fig. 1. Initial photo.
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Fig. 2. The previous oral appliance.
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Fig. 3. Soft mouthguard fabrication.
Fig. 4. Soft mouthguard application. Fig. 5. After 1 week.

Fig. 6. Soft mouthguard adjustment.
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Fig. 7. After 9 weeks.

Fig. 9. Lip sucking.
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Fig. 8. After 12 weeks.

A& s A1z Al7]oll tislAe= Lesch®t Nyhan'ol wh
29 Aoyt A WEsh= AZIFH AlFeta sisint.
T UE Hus A de5s Hole Hit yol7f 24 o] %
g 3t ##¥ | Dizmang® Cheatham®’] H.iref <
&t 1~54] Atolel] Al dgo] AlZtEH, 5Al| o] Fof] Al
tE dHe] A se UeEdta sigit. A 3
F @70} ARE Qg e oz el
407 ¢] Lesch-Nyhan S35 $tolE A3k Baoa ~
27t Aers A Peo] WErt Fo] £, =
2EY 25 Fste A= ARl @Ee] S7keth
SHITF” . Egh Mizuno™oll 2gk 101d7te] 4 AAL
oA Al PE& 104 ©]Fol FHAgrtar H skl o
Christie $9& Ad Z7lo] W2 28] P55 A z};q]e_d,
o] F7ket7] wiitol kil 71 8k

Lesch-Nyhan &% 9ldl| #&l &o] Vehte dste

a

oft
r]o Mo r

K rle lm

[e]

2% Cornelia de Langer 5% Tourettes &%
o g7 215} /ﬂ;‘d;ﬂ o= 55.0_ 7] ] Ev‘—]._t_ Y7k A
Zell (sensory neuropathy), =92 2 7
, S Fol o g A2 g Lesc an
T3 $te] zlEl PEells B 7| SAE| o,
A= Abel ol oJal 29| o] WA &F ol
A= EFsta Akl dEe] dojdths otk F WA=
Zkel PFell ek Zutahdo] EAlgths ol Al MiAl=
T2l Wik A7 o] gitke Heolt}, mix|eteg | gkt
© AR el FEa RSk svke Aol
Lesch-Nyhan %79 F¥ AsA= ez
Allopurinol—Cl 4 s E F9 A1 2EF A TSt
]E =0l g%% FAFE 985 kAR A5
Aot 23f YF= st
< 3= Valium©]
8 9l risperidone®}
P4 FEE vwd dud §9E Yepig,

I~

].
Al
vh

N

Mooy m

K oo

1

|

0 T W N

rerr

=
=
]
=

my AN do o
>
fo
Al
=3
>
ftl
by
rIL A
o
1%}
2
i,
o?L
é

flo U rob r_lg H
W Lo
fru
lF

: "
e
0,
by
rd
o
o
r
_L>‘~1_‘
olo

- 150 -



23 decarboxylase inhibitor®} &7 hydroxytripto-
phan®] A2 ©7|7te] Asf &E ool EaAoletn
el ATk,

P o] v ek et wAE A
v ohet (22 Aol A4S Fn, 27 &4, A7)
S A4 59 A7 71%5AY BAE e 2 Sl

=
outhguarde= P& o| 1 o] Aof b
Z 91go] glom AxZ E/fo] Hof dxpr) vuz & A
a

0\'ol;om
(ol
o2}
(@)
=]
8

jas)

¢

=

€ & sl aela Folun Aots HED £ ve
o] ok, el |l W] of ¥ Ao, 1e]a Aot
Hrh = Qg 3

b BRI AR ATEEOR AT
Az}

4 4 grhe B0l 9
V.2 o

s Feom Qo] shwol AsHAl £4%E Lesch-
Nyhan &% $tols oz 4ol Zrlateke] Fx&

E3F & QW goft mouthguards ©]&3F HEZ X8
2 W73t vhEE v A3 E Bl

AEH 02 Lesch-Nyhan &% ghole] zl&llE o3t
£ EFete Yol gl AL oA AV wH A 5
= 59 HFA0 WY oA dEA g} AXNE A7 T
o] BEA A8E 53 ol WA glofof gt} e,
HEA 259 43S AsiAe 2l dzeleke] Fxlol

278 BAjel 0 wEAe] 4349 B 77 A4
)7} when) 9 g st

1. Lesch M, Nyhan WL: A familial disorder of uric
acid metabolism and central nervous system
function. American Journal of Medicine 36:561-
570, 1964.

2. Seegmiller JE, Rosenbloom FM, Kelly WN:
Enzyme defect associated with a sex-linked hu-
man neurological disorder and excessive purine
synthesis. Science 155:1682-1684, 1967.

3. Bailys ME, Krakoff ITH, Berman PH: Urinary
metabolites in congenital hyperuricosuria. Scie-
nce 156:1122-1123, 1967.

4. Partington MW, Hennen BK: The Lesch-Nyhan
syndrome : self-destructive biting, mental retar-

dation, neurological disorder and hyperuricaemia.

10.

11.

12.

13.

14.

15.

16.

17.

- 151 -

Chskatol el x|nt=ts] x| 2(2) 2006

Developmental Medicine and Child Neurology
9:563-572, 19617.

. Shoptaw JT, Reznik JI: Lesch-Nyhan syndrome

© Report of three cases in one family. Journal of
Dentistry for Children 45:403-407, 1978.
Cusumano FJ, Penna KJ, Panossian G:
Prevention of self-mutilation in patients with
Lesch-Nyhan syndrome : review of literature.
Journal of Dentistry for Children 68:175-178,
2001

. Bundick J: Lesch-Nyhan syndrome. Journal of

Denti-stry for Children 36:277-280, 1969.
Cudzinowski L, Perreault JG: Lesch-Nyhan syn-
drome : report of a case. Journal of Dentistry for
Children 46:143-144, 1979.

Scully C: The orofacial manifestations of the
Lesch-Nyhan syndrome. International Journal of
Oral Surgery 10:380-383, 1981.
Dicks JL: Lesch-Nyhan syndrome :
planning dilemma. Pediatric Dentistry 4:127-
130, 1982.

oA, AAE, AAME, FEd, A4l Lesch-Nyhan
SF Shoto] Apsf o, tghiobx|#e}E] ] 32:
306-311, 2005.

Turley PK, Henson JL: Self-injurious lip biting :

a treatment

etiology and management. Journal of Pedodontics
71 209-220, 1983.

Shapira J, Zilberman Y, Becker A: Lesch-Nyhan
syndrome : a nonextracting approach to prevent
mutilation. Dental Health 25:6-7, 1987.
Sugahara T, Mishima K, Mori Y: Lesch-Nyhan
syndrome : successful prevention of lower lip ul-
ceration caused by self-mutilation by use of
mouth guard. International Journal of Oral
Maxillofacial Surgery 23:37-38, 1994.

LaBanc J, Epker BN: Lesch-Nyhan syndrome :
surgical treatment in a case with lip chewing.
Journal of Maxillofacial Surgery 9:64-67, 1981.
Salman RA, Glickman RS, Super S: Lesch-
Nyhan syndrome : report of two cases. Journal of
Oral Medicine 42:10-13, 1987.

Macpherson DW, Wolford LM, Kortebein MJ:
Orthognathic surgery for the treatment for
chronic self-mutilation of the lips. International
Journal of Oral and Maxillofacial Surgery 21:
133-136, 1992.



Korean Association for Disability and Oral Health 2(2) 2006

18.

19.

20.

21.

22.

23.

24.

25.

Nyhan WL: The Lesch-Nyhan syndrome. Annual
Review of Medicine 24:41-60, 1973.

Christie R, Bay C, Kaufman IA, Bakay B,
Borden M, Nyhan WL: Lesch-Nyhan disease :
Clinical experience with nineteen patients.
Developmental Medicine and Child Neurology
24:293-306, 1982.

Evans J, Sirikumara M, Gregory M: Lesch-
Nyhan syndrome and the lower lip guard. Oral
Surgery Oral Medicine Oral Pathology 76:437-
440, 1993.

Smith BM, Cutilli BJ, Fedele M: Lesch-Nyhan
syndrome a case report. Oral Surgery Oral Medi-
cine Oral Pathology 78:317-318, 1994.

Hoefnagel D, Andrew ED, Mireault NG, Berndt
WO: Hereditary choreoathetosis, self-mutilation
and hyperuricemia in young males. New England
Journal of Medicine 273:130-135, 1965.

Mizuno T: Long-term follow-up of ten patients
with Lesch-Nyhan syndrome. Neuropediatrics
17:158-161, 1986.

Dizmang LH, Cheatham CF: The Lesch-Nyhan
syndrome. American Journal of Psychiatry
127:671-677, 1970.

Anderson LT, Ernst M: Self-injury in Lesch-
Nyhan disease. Journal of Autism and Deve-
lopmental Disorders 24:67-81, 1994.

26.

27.

28.

29.

30.

31.

- 152 -

Chen LR, Liu JF: Successful treatment of self-
inflicted oral mutilation using an acrylic splint
retained by a head gear. Pediatric dentistry 18:
408-410, 1996.

Olson L, Houlihan D: A review of behavioral
treatments used for Lesch-Nyhan Syndrome.
Beha- vior Modification 24:202-222, 2000.
Rashid N, Yusuf H: Oral self-mutilation by a
17month-old child with Lesch-Nyhan syndrome.
International Journal of Paediatric Dentistry
7:115-117, 1997

Roth BL, Craigo SC, Choudhary MS: Binding of
typical and atypical antipsychotic agents to 5-
hydroxytriptamine-6 and 5-hydroxytriptamine-7
receptors. The Journal of Pharmacology and
Experimental Therapeutics 268:1403-1410,
1994.

Sumiyoshi T, Kito H, Sakamoto H: In vivo
dopamine-D2 and serotonin-5-HT2 receptor
binding study of risperidone and haloperidol.
Pharmacology, Biochemistry, and Behavior
47:553-557, 1994.

Anderson LT, Herrmann L, Dancis J: The effect
of L-5-hydroxytryptophan on self-mutilation in
Lesch-Nyhan disease : a negative report. Neuro-
pediatrie 7:439-442, 1976.



