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Abstract

Dental Treatment of a Patient with Hallervorden-Spatz Disease under General Anesthesia
—A Case Report—

Yong-Ki Lee, Kwang-Suk Seo*, Hyun-Jeong Kim*, Kwang-Won Yum*, and Byung-Deok Ahn'

Department of Anesthesiology and Pain Medicine, Seoul National University Hospital,
*Department of Dental Anesthesiology, T Pediatric Dentistry,
Seoul National University Dental Hospital, Seoul, Korea

Hallervorden-Spatz disease (HSD) is a rare autosomal recessive disorder associated with excessive iron
deposition in the basal ganglia. In general, HSD is characterized by onset in first two decade of life
and by the presence of extra-pyramidal dysfunction including dystonia, rigidity, choreoathetosis. Other
associated features include gait and posture disturbance, intellectual decline, seizure, tremor, dysarthria.
These signs and symptoms are progressive. MRI is often demonstrated hypodensity in the basal ganglia
which is probably suggestive of accumulation of iron. There is no specific treatment for HSD and 45%
of patients die before reaching the age of 20 years. The managements directed at specific symptoms
are often helpful. Especially, some surgical procedures like pallidotomy and gastrostomy are performed
under general anesthesia. There is special need for careful management because of numerous anesthetic
challenges like difficulty in cooperation, life-threatening airway obstruction and possibility of aspiration.
We report a successful anesthetic management in a patient with HSD for dental procedures. (JKDSA
2007; 7: 135~138)

Key Words: Dental treatment; Dystonia; General anesthesia; Hallervorden-Spatz disease

>

al, 1974). vk oz 10thol] Yeht Ad RsPst= Qlth(Hayashi et al, 1993). = 7|4 o] o] X %o]
A71FH G Aol A”E oddoF velt Zllel
AR A, A ZTETF A7AE 28HA T80 & 4 UrkSethi et al, 1988). o}Z7}A] o]
Agehmx Bl X hup ok Aol Eoldel Agt glom 45%9 A7} 20
f?idizlzl(?;?agw Fax: +82-2-766-9427 o eldel ARaw oA X]EEOI =&l 2

el -2~ - , Fax: -2- -
ol 53] Auialdeiso|i} 9% U< (gastrostomy) 7

E-mail: stone90@snu.ac.kr

135

gl [

7174 o4, 7F, T4 925 (choreoathetosis)



136 oi3kxThal2 7k A) - Al 7@ A2 E 2007

L FEA NBEES A EF AAXupHy) Dg
stk SRAIRE AdE BAAARZ Qlsle] AAlnkH ol
HJz9 o|#3, odslghH(dysphagia)@} FHEE =H|F
Qe H%, 712 A9 P8 52 AAukH A
] Aol 53] FoJsloiol 3 Ho|r}(Keegan et al,
2000; Roy et al, 1983). AAEL AFHog 9
AAuk st *] ol¢-4F XN8E W HSD ¥#
o] g TR @A Baslhe vleld

ol

2l

Al 25 kel 1241 A AE 11 X|ote]
ST hIA Aol SAZE Faz AARA o
ol AAAEE 7] el B2 o=t 23}
+ Hallervorden-Spatz ¥ (Hallervorden-Spatz disease,
HSD)©o. & 01 o]— Al o} =5 7]11—0]4_‘/} @x};q;q]g_ o]
sl Y=} el Ao Hol Ak ool T
A4 8 A7 N8 AWz shgle

slol HAH o7 ZAste] AzkstA AW 3
q AR FH APsle Z=-5-2FH(dysarthria) ) &
FoE AR EEABeldo R SHE A o
ol 4 Wikslet 2d AR HSD S shol E
M9 AEF olgivh Hote] FEAH A4 u%
Sem HSD o4 shol A Poh A AU o}
ZHo] qlglth. dobe MY ARE Al A
F22gH(dysphagia) 2.2 E=2X 4717 &3 717}
Al 20 Aol Ak stel] 173 (gastro-
stomy)& Al@oreh o]F FrAlel: Fal A4
Ael= wol TAH AelZ clonazepam, diazepam,
zonisamide, trihexyphenidyl, baclofen, ambroxol, raniti-
dine®] 583 FE|X 8L Sl HFH Ags v
Asieh. Hob AALTol Brbselelm, gL A
A Ese] WAelE Bl ol Feiglon] itk A
o AH4 e BTk HAW, AU AF, =)
W AAE el BHe dgleh ¥ AT
AL el Haae] 43%e AdEe

AckFig. 1. % A ") A4 4 o
133 g/dl, 38+ &4E 383%, &I 305,000/
mm*o| 3, A} FHRUAL QAN Sold
A QgEh Byl FelA FFY WpuhusTa

S5 98%3eh. dofdtel]l AAwbH Al FoFel o
sto] AEdt A A AellA FHE solbd

AN

01'

Fig. 1. T2- welghted magnetic resonance image shows
hypointensity in both globus pallidus and sub-
stantia nigra.
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Fig. 2. The patient shows limb contractility during
recovery from general anesthesia.
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