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DENTAL TREATMENT IN A PATIENT WITH METACHROMATIC LEUKODYSTROPHY
UNDER GENERAL ANESTHESIA : A CASE REPORT

Jiyeon Ryu, Teo Jeon Shin, Hong-Keun Hyun, Young Jae Kim, Jung-Wook Kim, Ki-Taeg Jang,
Chong-Chul Kim, Sang-Hoon Lee*
Department of Pediatric Dentistry, School of Dentistry, Seoul National University

Metachromatic leukodystrophy (MLD) is a progressive and degenerative neurological disease caused by a
deficiency of the catabolic enzyme arylsulfatase A. Deficiency of arylsulfatase A results in accumulation of
sulfatide in the white matter of the peripheral and central nervous system and it occurs demyelination as a
result. The patient gradually goes through mental and motor failure. General symptoms of MLD include
gait disturbance, mental deterioration, muscle rigidity and impaired swallowing. Inheritance of the disease
is autosomal recessive.

We report a dental caries treatment of a 3-year old boy with MLD. The patient underwent hematopoietic
stem cell transplantation (HSCT) to slow the progression of the disease. He was suffered from difficulties
of mastication and swallowing from the degenerative neurological symptom. He was ingesting food by both
oral feeding and tubal feeding after he took percutaneous endoscopic gastrostomy (PEG). The cause of
multiple caries was mainly presumed as patient s prolonged time of meal.

The treatment was performed under general anesthesia considering patient s incompliance. Severely af-
fected lower primary molars were treated with pulp treatment and restored with stainless steel crown.
Others were restored with composite resin. There were no postoperative complications.

MLD is life threatening progressive disease and also has an impact on unfavorable condition for oral health.
Routine home oral care and periodic professional dental care should be emphasized to the caregiver of patient
considering the susceptibility of dental caries. Not only the medical care, but periodic dental office visit would
benefit the quality of life of the patient. (J Korean Dis Oral Health Vol.12, No.2: 96-100, December 2016
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Fig. 1. Standard growth chart and patient’ s developmental state.
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Fig. 2. Intraoral radiography before treatment.
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Fig. 3. Intraoral photo before treatment.

Fig. 4. Intraoral photo after treatment.

_99_



J Korean Dis Oral Health 12(2) 2016

gle] 3l&o] tr PEG A1 & dAle F54 +2%s
doz AFsta YA gL HFHS B3l dFs
AGA 55 HaPsta stk sttt Eaake o]
T A PEG Ale< 371714 Axe A2l de 2 17
AL AA & & dta shsied, Bake 7
AT} 21 AAAZECZ Qe thd -2]o] PHUSS A
218k = et

AL e AW eer FE84 NS 74

o
> Jo T,
Y, o
O. g‘ mlo
5y
08
e
. OlN
= =
c 2
S >
>
I~
2 o
oXx fr Ix
>
Y
o
=
f
Ho

B
)
tlo
T
o,
(0

2]
A BSOS woll HBE, AALF AR F
4

o
=
30
l
o
il
o
o
=

[

n 4

ox,

N

2

O,

18 oo 2
N o 10 o 1% 10 of

2 g
(S
ox o,

oo >

-E‘_lo%

f
o,
e
ri
o
9,
i
[
>
=]
=)
K
ofr
el
_Ndl
bl
ol
)
¥Q
N
£ o
sl
r G
kl
b

Reks itk Al Folm AF 9 2
ob= A1A| o] g AetEiglon] 2 A

>

N, o

[o fo
o fu

c

i
ox,
ﬁ,
9
o
1
=2
o
o
rit
o2
fuj
s
&=

o

N

1l
4
I
Se

9 &% st AalwlE sto] X7 A& g
714¢1 = Al Zolt}. ey, A4 =Y
-2 olallsta gole] e E 1 7 17 #E
kil AFsles Ho] dad oz AgH),

_?L

i)
o @
we 1o ki gE Lo 2 oo ox

i o 2o

2L o 2
Ho Qb gy
to o

€
=
REFERENCES

1. Kim TS, Kim 10, Hwang YS : MR of Childhood
Metachromatic Leukodystrophy. AJNR Am J
Neuroradiol, 18:733-738, 1997.

2. Cesani M, Lorioli L, Biffi A : Mutation Update of
ARSA and PSAP Genes Causing Metachromatic

- 100 -

10.

11.

12.

13.

Leukodystrophy. Hum Mutat, 37:16-27, 2016.
Patil SA, Maegawa GH : Developing therapeutic
approaches for metachromatic leukodystrophy.
Drug Des Devel Ther, 7:729-745, 2013.

Kim YJ, Chae KY, Kim IO :
Neurologic Features of Metachromatic
Leukodystrophy. J Korean Child Neurol Soc, 3:
31-42, 1995.

Choe JH, Yoon HC, Shin SM : A Case of
Matched Unrelated Donor CD34* Stem Cell
Transplantation in a Patient with Metachromatic
Leukodystrophy. Blood research, 9:45-48, 2004.

Clinical and

. Hyde TM, Ziegler, JC, Weinberger DR :

Psychiatrie Disturbances in Metachromatic
Leukodystrophy. Arch Neurol, 49:401-406,
1992.

. Gardner DG, Zeman W : Oral findings in

metachromatic leukodystrophy. Oral Surg, 29:
431-436, 1970.

. Gardner DG, Zeman W : Biopsy of the Dental

Pulp in the Diagnosis of Metachromatic
Leucodystrophy. Develop. Med. Child Neurol,
7:620-627, 1965.

. Zilberman U, Bibi H : The Effect of Multiple

(MSD)
Development: Can We Use the Teeth as an Early
Diagnostic Tool? JIMD Rep, 30:95-101, 2016.

Busche A, Hennermann JB, Horn D, et al. :

Sulfatase Deficiency on Dental

Neonatal manifestation of multiple sulfatase defi-
ciency. Eur J Pediatr, 168:969-973, 2009.
Bayever E, Ladisch S, Sparkes R : Bone-Marrow
Transplantation for Metachromatic Leukodystrophy.
The Lancet, 31:471-473, 1985.

Krivit W, Shapiro E, Kaye E : Treatment of late
infantile metachromatic leukodystrophy by bone
marrow transplantation. Medical Intelligence,
322:28-32, 1990.

Krivit W, Aubourg P, Peters C : Bone marrow
transplantation for globoid cell leukodystrophy,
adrenoleukodystrophy, metachromatic leukodys-
trophy, and Hurler syndrome. Current Opinion
in Hematology, 6:377-382, 1999.



