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〈국문초록〉 

1 예 보고 시상하부 과오종에 의한 사춘기 조발증 : 

순천향대학 천안영원 망사션과학교실 

배원경·김표년·김일영·이병호 

이 경 석 배 학 근 윤 일 규. 

시 상하부의 파오종은 비교적 드문 종양으로 대부분 6세 이전에 냐타냐며 , 임 상적으로는 성 조숙 

파 간질발착을 냐타낸다. 일반석으로 파오종은 크기가 작고 CT상 뇌실질파 같은 동종음영으로 

보이기 얘문에 진단에 어려움이 있다. 그러냐 특정석인 영소의 위치와 MR 소견을 비교하므로서 

파오종의 딸견이 용이하마. 저자들은 수솔로서 확진된 시상하부의 파오종과 특징적인 임상증상을 

보인 8세 여아에서 ， 뇌혈판 조영상， CT 및 MR상을 종합 바교하여 그 진단방법파 각각의 특징적 

인 소견을 문현고찰파 함께 보고하는 바이마. 

-Abstract-

Hamartoma of the hypothalamic area is a we ll-recogn ized cause of central precocious puber 

ty . We report a case of histologically proven hypothalamic hamartoma in a 8-year- old girl with 

precocious puberty. T he CT showed an isodense , nonenhancing mass in s uprasell ar area , 

measuring 4.2X3. 1cm, which , to our knowledge , seems to be the largest one of the publ ished 

cases. On MR lmaging , the signal intensity of the mass was homogeneous and iso intense 

relative to gray matter on Tl- , and hyperintense on T2-weighted images. T he clinical and 

radiologic fi ndings of the published cases of hypothalamic hamartoma are reviewed 
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Introduction 

A hamartoma is not a true neoplasm. It is a 

congenital malformation consisting of a tumor-Iike 

collection of normal tissue lodged in an abnormal 

location 1). Reports of hamartoma of the hypotha­

lamic region are relatively rare , approximately 90 

cases have been reported in the world literature2-

8) . They are particularly interesting because of not 

only their symptoms but also the still mysterious 

mechanism that causes the symptoms9
). The most 

common presenting symptoms associated with this 

lesion are isosexual precocious puberty and 

seiaures , including epileptic laughter(gelastic sei­

zure). In most cases , the tumors originate in the 

area of the tuber cinereum and extend into the 

basal cistern: they rarely exceed 2 cm in 

diameter2 ,6,9). Histologically , they made up of 

nerve cells smillar to those seen in the tuber 

cinereum and adjacent hypothalamic structures. 

We are reporting a case of hypothalamic hamarto­

ma , and describe pertinent CT and MR character-

IStICS . 

Case Reporl 

delivery. No family history of sexual precocity 

could be elicited. The parents and siblings were 

healthy and of average heigh t. Physical examina­

tion revealed a well nourished and developed 

female with normal body proportions: 147cm tall 

and weighed 40kg. Her hight and weight greater 

than the 97th percentile for her age . Bilateral 

breast development (Tanner stage 2) was seen. No 

other physical or neurological abnormalities were 

identified. Bone age was 11 years compared with 

chronological age of 8 years . She had epileptic 

laughter 2 to 3 times a day during the first several 

days of admission. The endocrinological study re­

vealed slight elevation of serum estradi이 

level(32 .43 pgínl) , but levels of serum leutenizing 

hormone(LH) , follicle stimulating hormone(FSH) , 
testosterone ,and prolactin were within normal 

range . 

A skull series showed erosion of the tip of the 

dorsum sella . CT scan showed 42 X 31 mm sized 

isodense mass in the prepontine and suprasellar 

cisterns , and small cystic low density area in left 

posterior portion of this lesion . No enhancement 

was noted following contrast ad마m띠mηm따tra따t디iorαon띠I(Fi핑g . . 
1). Bilateral c뎌aro아otl띠d angiograms were normal. A 

vertebral angiogram showed marked posterior dis­

placement of the basilar artery and anterior pon-

A 8-year-old girl was admitted because of tomesencephalic vein. No tumor blush was identi-

headache and frequent seizure of 2 year duration. fied. MR imaging demonstrated a distinct mass 

The patient was born in a full-term spon t:aneous occupying a large portion of the suprasellar cis-
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Fig. 1. Axial CT scan shows a 
large isodense mass in the basal 
cistern , and no evidence of enhance 
ment ln post'contras t scan 
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Fig.2. T1'WI(TR 400msec, TE 30msec) show isoin tense mass , and homogeneous high signal intensity lesion on 
T2-WI(TR 1800 msec , TE 90 msec) 

te rn(Fig. 2). The mass was isointense to gary mat- not distort the th alamus o r othe r parts of the base 

te r on Tl- weighted images. The abnormal area of the brain unless they a re very large . These 

was best demonstrated on T2- weighted images , lesions occur with equal frequency in males and 

appearing as a homogeneous , high signal intensity females. Symptoms occur early in life , before the 

lesion . age of 6 years in most published cases , and fre-

Cranio tomy was pe rformed and a hamarto ma quentl y before the age of 6 months 12
) Presenting 

was pa rtially resected . Histo logically, the tumor clinical sings are isosexual precocious puberty, 

consisted of astrocytes and gli a l cells mixed with epileptic laughter , and mental changes. Patients 

neurons, and foca l minute ca lcification were noted with hypothalamic hamartoma may be divided into 

in the tissue. No evidence of anaplasia was ween . two clinical groups13) In the first group , secondary 

sexual characte ristics predominate . Breas t de-

Discussion velopment , growth of pubic and axillary hair, and 

enlargement of exte rnal ge nitalia precede gonadal 

enlargement. The growth rate is increased and 

radiographic bone age is fa r ahead of chronologic­

al age . The harríartom a in these patients is usua ll y 

less than 1.5cm in diamete r. In the second group , 

sexual precocity may be absen t. These patíents 

present with ge lastic seizures, inte llectual impair 

ment and psychic disturbances often corre lating 

with a hamartoma greate r than 2.0cm. The present 

case appears to be one of the second group , but 

revealed precocious puberty, increased growth 

rate , and gelast ic seizure. 

The diagnostic eva luation of precocious pu berty 

has re lied on neuroimaging studies to de lllonstrate 

o r exclude hypothalalllic hamarto llla . A plain skull 

se ri es is usua ll y norm al, altho ugh the tip of th e 

In hypothalamic hamarto lllas , the ne rve ce lls 

comp osing the malfo rmation always reselllble 

those of the tuber cinereum togethe r wi th normal 

glial ce lls. In most cases this lesion has an anato­

mical connection with the tuber cine reum , usua lly 

by way of a distinct stalk7
•
11

). Most of these lesions 

a re small , with a diametεr of a few millimeters to 

l cm , rare ly exceeding 2CIll
2•6,IO) But size of the 

present case was about 4 X 3 Clll , Which , to our 

knowledge , seems to be th e largest one of the 

p ublished cases of hypoth a lami c hamarto ma. T hey 

a re pedun cul ated growths with attachlll ents to the 

poste ri o r th alamus between the tu be r cinereulll 

and the Illalllill ary bod ies . T hey fi ll the free space 

between the opti c chi as lll and po ns , and l1sl1a lly do 

짜
 
ω
 



- 大韓放射線흩홉쩔會픔 : 第25卷 第 6 號 1989 -

dorsum sella may show local erosion . CT scan 

usua l1y shows isodense mass with obliterating or 

distorting the posterior suprase l1ar cistern2,8 ,12,J3). 

There is usually no enhancement of the lesion 

fo l1owing contrast administration. Before advent 

of CT, pneumoencephalography with midsagittal 

tomography in particular is a sensitive study in 

demonstrating these lesionsJ3 - 15
). A small lcm le­

sion dose not require angiography unless there is 

some concern by its position that it could be an 

aneurysm missed on CT7
). If the lesion is larger , 

or unusual, then angiography is indicated . The 

angiogram may show posterior displacement of the 

basilar artery and anterior pontomesencephalic 

vein , or a slight lateral displacement of the poste­

rior communicating arteries. Abnormal tumor ves­

sels or tumor blush is not expected. MR imaging is 

superior to CT in dεmonstrating this lesion8,12). 

On T2-weighted images , the high signal intensity 

of the tumor as compared to gray matter is stri­

king and the tumor margins are sharply defined . 

Tl-weighted images demonstrated a lesion isoin­

tense to gray matter. The present case showed 

same MR findings as mentioned above. MR imag­

ing will undoubtly become the imaging modality of 

choice in the evaluation of precocious puberty and 

detection of hypothalamic hamartoma 

REFERENCES 

Neuros urg 58:583-585, 1983 

4. Asa SL , Bilbao JM , Kovacs K et al: Hypothalamic 

neuronal hamartoma associated with pituitary 

growth hormone cell adenoma and acromegaly 

A cta neuropath 52:231-234, 1980 

5. Balagura S , Shulman K, Soben EH: Precocious 

puberty of central origin. Surg Neurol 11:315-326, 

1979 

6. Hochman Hl , Judge DM , Reichlin S: Precocious 

puberty and hypothalamic hamartoma. Pediatrics 

67:236-244. 1980 

7. Lin SR, Bryson MM , Gobien RP et al: Radiologic 

findings of hamartoma of the tuber cinereum and 

hypothalamus. Radiology 127:697-730, 1978 

8. Bruton EM , Ball Jr WS , Crone K et al: Ham artoma 

of the tuber cinereum: A comparison of MR and CT 

findings in four cases. A]NR 10:497-501 , 1989 

9. Wang A, Nakasu Y, Ichikawa M et al: Hypothala 

mic hamartoma associated with precocious puberty 

Neurol M ed Chir(T okyo) 27:336-340, 1987 

10. Marcuse PM , Burger RA , Salmon GW: Ham artoma 

of the hypothalamu s: Report of two cases with 

associated developmental defects. ] Pediat 

43. 301 -308, 1953 

11 . Wolman L, Balmforth GV: Precocious puberty due 

to a hypothalamic hamartoma in a patient surviving 

to late middle age. ] Ne urol Neurosurg Psychiat 

26:275-280, 1963 

12. Diebler C, Dulac 0: P edeatric neurology and 

neuroradiology. 78-81 , Springer -Verlag, Berlin , 

1987 

13. Hahn FJ, Leibrock LG, Huseman CA et al: Th e 

MR appearance of hypothalamic hamartoma 

l. Russell DS , Rubinstein L]: Pathology of tumors of Ne uroradiology 30:65-68, 1988 

the nervous system. 2nd Ed, William s & Wilkin s, 14. Northfield D, Russell D: Pubertas praecox du e to 

Baltimore, 1963 hypothalamic hamartoma: R eport of two cases s ur-

2. Markin RS , Leibrok LG , Huseman CA et al: viving surgical removal of the tumor. ] Neuro 

Hypothalamic hamartoma: A report of 2 cases. Neurosurg Psychiat 30: 166-173, 1967 

Pediat Ne urosci 13:19-26, 1987 15. Judge D, Kulin H, Page R et al: Hypothalamic 

3. Alvarez-Garijo J A, Albiach V J, Vi la MM et al: hamartoma: A source of leutenizing hormone relas-

Precocious puberty and hypothalamic hamartoma ing factor in precocious puberty. N Engl ] Med 

with total recovery after surgical treatment. ] 296:7-10, 1977 

- 876 -


