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OzET

Lhermitte-Duclos hastaligi tipik manyetik rezonans gértinttileme bulgulari ile karakterize patogenezi bilinmeyen nadir bir hastaliktir.
Cowden sendromu ile iliskili olabilir. Bu nedenle diger eslik eden tlimdrleri dislamak icin preoperatif tanisi 6nemlidir. Bu makalede
Lhermitte-Duclos hastaligi olan iki olgumuzu ve tipik manyetik rezonans gértinttileme sinyal ézelliklerini sunuyoruz.

Anahtar Kelimeler: Hamartoma sendromu, multipl, manyetik rezonans gértinttileme.

ABSTRACT

If You See It Once, You Do Not Forget: Lhermitte-Duclos Disease
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Lhermitte-Duclos disease is a rare disorder of unknown pathogenesis, characterized by typical magnetic resonance imaging findings.
Lhermitte-Duclos disease can be associated with Cowden’s syndrome; thus, preoperative diagnosis is important for excluding the
other associated tumors. Herein, we present two cases of Lhermitte-Duclos disease and describe the typical magnetic resonance ima-
ging signal characteristics.
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Lhermitte-Duclos Disease I

INTRODUCTION

Lhermitte-Duclos disease (LDD) is a rare benign lesion
of the cerebellum that is characterized by a cerebellar mass
composed of enlarged cerebellar folia containing abnormal
ganglion cells (1). It is unclear whether this lesion is in fact
a neoplasm, hamartoma or dysplasia (2). It is characterized
as a World Health Organization (WHQO) grade | tumor (3).
LDD usually presents with symptoms secondary to intracra-
nial pressure and hydrocephalus. It is most common in the
third and fourth decades of life, and there is no sex predi-
lection (4). LDD can be associated with Cowden’s syndro-
me. We present two cases of LDD and describe the typical
magnetic resonance imaging (MRI) signal characteristics.

CASE

Our first case was a 14-year-old female, admitted to
our hospital with a history of headache and vertigo for
two months. Nausea and vomiting were added to the
complaints in the last days before presentation. Physical
examination was normal except for horizontal nystagmus
and blurriness of optic disk margins. MRI revealed a mass
in the left cerebellar hemisphere with low signal on T1-
weighted images and high signal on T2-weighted images.
Minimal folial contrast enhancement was observed. The
mass had parallel stripes, which was characteristic of the
disease, and led to compression of the pons and fourth
ventricle and dilatation of the third and lateral ventricle.
No edema was found around the lesion (Figure 1,2).

The second case was a 49-year-old male admitted to
the hospital with a history of headache and dizziness las-
ting for three months. Physical examination and neurolo-
gic examination were within normal limits. MRI findings
revealed a mass lesion involving the entire right cerebellar

Figure 1. T2-weighted images of the lesion demonstrate the ob-
vious mass effect and high-intensity striations within the mass.
Note that the mass does not destroy the folial pattern.

Figure 2. Enhanced MRG shows that there is minimal folial con-
trast enhancement.

hemisphere with minimal compression of the fourth vent-
ricle. The lesion was hyperintense on T2-weighted images
and hypointense on T1-weighted images with striated
pattern and isointense bands within it. No enhancement
was noted after injection of contrast material (Figure 3,4).

Both cases were examined for Cowden's syndrome.
Their family histories were negative for Cowden’s syndro-
me. Their breast-thyroid ultrasonography examinations
and colonoscopy were normal. No dermatologic lesions
were found.

Total excision of the lesions was performed, and pos-
toperative pathological examinations confirmed the diag-
nosis as dysplastic gangliocytoma of the cerebellum.

Figure 3. T2-weighted image displays a serpentine and striated
high-intensity pattern with mass effect.
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Figure 4. Enhanced MRG shows that there is no significant con-
trast enhancement.

DISCUSSION

MRI findings of LDD are characteristic, showing paral-
lel linear stripes within the mass without significant cont-
rast enhancement. No edema is found around the lesions.
The MRI findings of LDD are distinctive and easily differen-
tiated from other tumors of the cerebellum, because
most other cerebellar masses destroy the folial pattern
and show significant enhancement after contrast medium
administration. Most of the patients can be diagnosed
preoperatively with MRI (4,5). We can see a similar stri-
ated appearance in tuberous sclerosis, which is the true
dysplasia of the cerebellum; however, tuberous sclerosis
appears in younger patients. Cortical tubers, subependy-
mal nodules and white matter changes are associated
with tuberous sclerosis (6).

The disease is also important because LDD is associ-
ated with Cowden’s syndrome. Cowden’s syndrome is a
rare autosomal dominant familial cancer syndrome with
multiple skin lesions and an increased predisposition to
breast cancer and thyroid tumors (5). In patients with
LDD, systemic screening should be performed to evaluate
for any other accompanying disorder.
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