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Treatment of Hypothalamic Hamartoma
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confirmation was performed in one patlent who underwent surgery. Four patients presented with epllepsy, including

This study presents seven patients with hypothalamic hamartomas diagnosed on the basis of MRI, Histological

gelastic seizures. Other symptoms were behavior abnormalities in 3 patlents and precocious puberty In 4 patients. We
classify hypothalamic hamartomas inte four subgrouns according to MRI finding : Types la lesions wers isss than 10mm in
diameter and pedunculaedly attached to tuber cinereum of hypothalamus without hypothalamic displacement. Type Ib
lesions less than 10mm and mamiilary body. Typs lla lesions wara more than 10mm in diamenter and sessllely attached to
hypothatamus with slight hypothalmic displacement and Type (b lesions mere than 10mm and with marked displacement of
hypothalamus. We could achieve good result with surgical rasection in one patient with Type lIb hamarioma assoclatad with
gelastic selzure that was unresponsive to medical treatment. We performed gamma knife radiosurgery in three patients
with gelastic seizure(2 patients with Type lla and 1 patient with Type llo) and three patients. with precocious puberty(?
patients with Type la and 1 patient with Type {t). The authors propose direct surgery as a treatment for this progressive
syndrome and gamma knife radiosurgery as alternative treatment for high risk patlents.

KEY WORDS : Hypothalamic hamartoma - Gelastic seizure - Precosious puberty - Behavior abnormality.
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Table 1. Classification of hypothalamic hamartoma
Type Size(mm) Attachment Origin Hypothalamic displasement
Type la <10 Pedunculated Tuber cinereum No
Type Ib <10 Pedunculated Mamillary body No
Type lla > 10 Sessile Tuber cinereum or Mamillary body Slight
Type Ilb > 10 Sessile Tuber cinereum or Mamillary body Marked
Table 2. Case summary
Patient 1 2 3 4 5 7
Agely-0) 2 2 3 11 13 16 18
Sex F F F M M i
Puberty{y-o) 1 1 1 - - - 7
Gelastic seizure - - + + + +
Onset of seizure(y-o} - - - 8 0.3 3 3
Mental retardation - - - + + + -
Behavior abnormatity - - - + + + -
MR! findings Type la Type la Type |b Type llz Type llb Type lla® Type flb
Table 3. MR!I finding of hypothalamic hamartomas
Patient 1 3 4 5 6 7
Size{mm) 6 9 10 35 11 30
Hypothalamic displacement No No No Slight Marked Slight Marked
Hypothalmic attachment Pedunculated Pedunculated Pedunculated Sessile Sessile Sessile Sessile
Origin Tuber cinereum  Tuber cinereum  Mamillary body Mamillary body  Both Mamillary body  Both
Type la la b lla b lla b
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Table 4. Result of gamma knife surgery for hamartomas .
Patient 1 2 3 4 6 7
- Precocious Precocious Precocious Gelastic Gelastic Gelastic seizure &
Clinical symptoms puberty puberty puherty seizure seizure precocious puberty
Maximal dose(Gy) 40 40 68 23 18 24
Marginal dose 50% 50% 50% 50% 50% 50%
Follow-up duration 32 months 30 months 6 manth 29 months 15 months 30 months
Qutcome Bad Bad Good Bad Bad Excellant
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Table 5. Result of surgical treatment for hypothalamic hamartoma

Series(reference No) GS PP BA Extend of resection Outcome
Northfield and Russel 1967(19) + + + Partial resection SF? ;”gi\r?‘?;g‘:gve .
Paillas, et al 1969(20) + - + Partial resection g,if :Eggzg
Pendl 197501) + - + Subtotat resection o ;zgggzgj
Sher and Brown 1976(26) + - + Partial resection Unchanged
Dreyer and Wehmeyer 1977 + - + Biopsy Unchanged
Takeuchi and Handa 1979(28) + + + Partial resection I(:’;F? ;ng;\r‘e}ijrzgfgved
Ponsot, et al 1983(23) + + + Partial resection g: wgfsis:;jd
Ponsot, et al 1983(23) + + + Partial resection gi _&,”:;(;VZZChanged
Sato, et al 1985(25) + + + Partial resection o ,&ir:;ﬂ;\g‘;ha”ged
Culler, et al 1985(12) + + Biopsy Not reported
Nishio, et al 1989(18) + + + Total resection P;’ i;%kj:'_dfgpmve .
Machado, et al 1991(16) + + + Total resection o5 :gi’igj;frte |
Valdueza, et al 1994(31) + - + Subtotal resection Bci ?;k;fgjvi%
Valdueza, et al 19%4{31) + - + Subtotal resection ‘Bji ?rl:‘t;fvic[‘j
Present patient 5 + - + Subtotal resection BGE\ ?;t;lii%
(GS : gelastic seizure, PP : precocious seizure, BA  behavior abnormality
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