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=Abstract=The first Korean case of a symptomatic Rathke's cleft cyst in a 14-year old boy 
is described. His chief complaint was headache of 2 months' duration and he had diabetes 
insipidus, hypopituitarism and decreased visual acuity on both sides. The computerized 
tomography scannng revealed an isodense small round mass at the suprasellar cistern with 
partial enhancement. The cyst was removed totally at the sacrifice of the pituitary stalk. The 
clinical, radiological and pathological findings are discussed with review of the literature. 
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INTRODUCTION 

Rathke's cleft cyst IS a rare epithelial cyst 
which is confined to the sella turcica or extends 
upward into the supraseller area. There are con- 
troversies about the embryogenesis (Yoshida et 
a/. 1977; Evans et a/. 1979; Palma and Celli 
1983; Okamoto et a/. 1985), but it is widely be- 
lieved that the cyst is der~ved from the remnant 
of Rathke's pouch. Small incidental Rathke's 
cleft cyst is found in 13% to 22% of normal 
pituitary gland between the pars distalis and the 
infundibular process at routine autopsies. 

It produces symptoms by compression of the 
surrounding structures, mos t  frequently the 
pituitary gland, hypothalamus, and the optic 
nerves and chiasm. 

A case of Rathke's cleft cyst is described, and 
its clinical, radiological, pathological, and surgical 
aspects are discussed. 

CASE REPORT 

This 14-year old boy was admitted complain- 
ing of headachde of 2 months' duration. Ten 
months before the admission, he began to have 
polydipsla wi th polyuria subsequently controlled 
b y  t h e  n a s a l  s p r a y  o f  D D A V P  
(1 -deamino-8-D-arg in ine vasopressin). T w o  

months before admission, headache developed 
and he was admitted after brain computerized 
tomography (CT) scanning wi th the impression 
of germ cell tumor. Neurological examination on 
admission revealed visual acuity of 0.210.4, and 
bitemporal mild depression in visual fields. Hor- 
monal studies showed mild depression of adren- 
al and thyroid functions, low growth hormone 
level and mild elevation of prolactin level. Serum 
a fetoprotein and ,3 -human chor~onic gonadot- 
rophin levels were within normal limits. Plain 
skull lateral X-ray showed slight ballooning of 
the sella (Fig.1). Brain CT checked 2 months be- 
fore admission revealed an isodense small round 
mass at the suprasellar cistern wi th partial en- 
hancement (Fig.2 & 3). On coronal CT scan, the 
mass was located in the sellar and suprasellar 
area (Fig.4). 

Right frontotemporal craniotomy was done. A 
fusiform dilated cystic mass was seen under and 
beh~nd the optic chlasm (Fig.5). Optic chiasm 
was not so remarkably compromised. The vas- 
cularlzed membranous cystic wall was com- 
posed mainly of longitudinally arranged spread 
vascular bundles reminiscent of pituitary stalk, 
and yellow or brown-green colored firm nodules 
in part (Fig.6). The containing cystic fluid, 2 cc in 
volume, was opaque brown and sl~ghtly greasy - 
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F I ~  1 Skull lateral x-ray showing sl~ght balloon~ng of the sellar floor 
Fig 2 Plaln axial CT scan reveals a small lsodense round mass located In the suprasellar clstern 
Fig 3 Enhanced ax~al CT scan show~ng lnhomogeneous partla1 enhancement 

Flg 4 Enhanced coronal CT scan showlng an lntrasellar   so dense, partly enhancing mass whlch extended Into 
the suprasellar clstern 



Fig. 5. 

Fig. 6. 

Iperative photomicrograph. The mass was located under the optic chiasm. 
-cyst ,  RON-right optic nerve, OC-optic chiasm 
Iperative photom~crograph. The cystic mass was exposed after the retraction of the right optic 
h e  surface was flnely wrinkled with longitudinal vasculature. 
-cyst, RON-right optic nerve, ST-suction tip 

ner 



Fig. 7. Gross photograph of cystic fluid. Turbid brownish color was noted. 
Fig. 8. Photomicrograph of the cyst wall consisting of fibrous connective tissue and stratified epithelium. The 

epithel~um is focally attenuated and lies upon the Inflamed collagen stroma. The lumen contains eosi- 
nophilic exudate with cholesterol clefts. H&E, x 100 



Fig. 9. Higher magnif~cation of a portion of the cyst wall. showing pseudostratified columnar cells with occa- 
sional goblet cells. H&E, ~ 2 5 0  

capsule was attached to the diaphragm sellae 
and the cavity extended into the pituitary .gland. 
Posterior and superior end of the cavity was 
smoothly tapered into the pituitary stalk. Gross 
total removal of the cystic tumor including the 
capsule was done at the sacrifice of the pituitary 
stalk. Pathological findings showed an epithelial 
cyst lined by columnar and pseudostratified 
squamous epithelium compatible with Rathke's 
cleft cyst (Fig.8 & 9). 

Postoperatively, the headache disappeared 
and the ophthalmological examination on postop- 
erative 8th day revealed improved visual acuity 
(1.010.8) and normalized visual field. But diabetes 
insipidus, which was controlled with the nasal 
spray of DDAVP, persisted until the lastest fol- 
low-up, 12 months after the surgery. Combined 
pituitary function test performed 9 months after 
the surgery revealed panhypopituitarism with 
poor response to the provocation tests. The pa- 
tient is on the replacement therapy of hydrocorti- 
sone, synthyroid, oxandrolone and DDAVP. 

DISCUSSION 

Symptomatic Rathke's cleft cyst is a rare cli- 
nical occurrence. Since the first symptomatic 
Rathke's cleft cyst was described by Goldzieher 
in 1913, fewer than 70 cases have been re- 
ported (Barrow et a/. 1985). To our knowledge, 
this is the first case report of Rathke's cleft cyst 
in Korea. 

In 1977, Yoshida et a/. collected 34 cases in- 
cluding their case. According to their report, the 
age distribution was from 4 to 72 years and 
most cases occurred between 40 and 60 years 
of age without significant sex difference. 

Rathke's cleft cyst is assumed to be a non- 
neoplastic remnant of Rathke's pouch, an out- 
growth of the stomodeum beginning in the 4th 
week of gestation that eventually forms the pars 
distalis, pars tuberalis and the pars intermedia 
(Yoshida et a/. 1977; Steinberg et a/. 1982). They 
are usually intrasel lar,  b u t  approximately 

one-third extend out of the sella turcica (Maggio 
et a/. 1987), and rarely the cysts become symp- 



t omat i c  w i t h  intrasel lar locat ion causing 
headache and hypopituitarism or with suprasellar 
extensions causing chiasmal compression, 
hypothalamic dysfunction, and obstructive hyd- 
rocephalus (Barrow et a/. 1985). In present case, 
the cyst was located in the suprasellar area with 
small intrasellar extension and caused headache, 
mild chiasmal compression signs and hypopi- 
tuitarism. 

The CT appearance of a Rathke's cleft cyst in 
some cases is an intrasellar cystic mass, with 
suprasellar extension or enhancement (Martinez 
et a/. 1979; Steinberg et a/. 1982; Barrow et a/. 
1985; Okamoto et a/. 1985; Maggio et a/. 1987). 
Calcification is rarely present and the enhance- 
ment may represent inflammatory process or 
squamous metaplasia (Okamoto et a/. 1985). In 
our case, the mass seemed nearly isodense and 
partly enhanced. The pathological specimen con- 
tained foci of the squamous mataplasia. Cystic 
pituitary adenoma, cystic craniopharyngioma, 
cysticercus cyst, arachnoid cyst, epidermoid 
cyst, and mucocele are included in the differen- 
tial diagnosis (Steinberg et a/. 1982; Barrow et 
a/. 1985). Magnetic resonance imaging may pro- 
vide useful information in planning the surgical 
approach (Iba-Zizen et a/. 1984). However, it 
does not allow strict differential diagnosis from 
other lesions (Maggio et a/. 1987). 

H~stologically, the cells lining the cyst are cili- 
ated columnar or culboidal cells and the cyst can 
be lined by squamous epithelium (Russell and 
Rubinstein 1977; Yoshida et a/. 1977; Kepes 
1978). Rathke's cleft cyst can have solid compo- 
nents as pituitary adenomas (Trokoudes et at. 
1978; Nishio et a/. 1987), transitional cell tumors 
of the pituitary gland (Kepes 1978) or simply as 
tumor nodule (Yoshida et a/. 1977). The fluid 
content of the Rathke's cleft cyst is often white 
mucoid, but my be clear, yellow, blue, green, 
thick, purulent, or even brown, like machine oil 
(Martinez et a/. 1979; Yoshida et a/. 1977). Rare- 
ly the Rathke's cleft cyst presents with recurrent 
aseptic meningitis as craniopharyngiomas. The 
cholesterol crystals, keratin and desquamated 
epithelial debris have been implicated as irritating 
substances (Patrick et a/. 1974). 

The recognition of a Rathke's cleft cyst at the 
time of operation and its differentiation from cra- 
niopharyngioma is very important (Eisenberg et 
al. 1976; Barrow et al. 1985), because the treat- 

ment and prognosis are quite different. Most re- 
ported cases have been treated by the frontal 
craniotomy or the transsphenoidal approach 
(Martinez et a/. 1979; Baskin and Wilson 1984; 
Barrow et a/ .  1985). Some authors recom- 
mended aspiration of the cyst contents and only 
partial excision of the wall, although there are 
reported recurrences of Rathke's cleft cysts af- 
ter less than radical removal (Raskind et a/. 
1968; Yoshida et a/. 1977; Barrow et a/. 1985). 
In present case, craniopharyngioma or teratoma 
could not be ruled out with the operative find- 
ings and the frozen biopsy report. So the cyst 
was removed totally. 

Most of the symptomatic sellar and parasellar 
mass lesions should be operated on to make a 
defin~tive histological diagnosis and to institute 
proper treatment. 
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