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CASE PRESENTATIONS

LHERMITTE-DUCLOS DISEASE ASSOCIATED WITH 
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ABSTRACT
Lhermitte-Duclos disease (LDD), also known as dysplastic gangliocytoma of the cerebellum is a benign disease, 
extremely rare, characterized by loss of normal cerebellar cortical architecture and focal thickening of the folia. 
Lhermitte-Duclos disease as a major CNS manifestation of Cowden disease is a rare condition. The association 
between Lhermitte-Duclos disease and meningioma is even more rare, only few cases having been documented 
in the literature. We present a very rare case of a 53-year-old woman who was admitted in our department for re-
current episodes of headache and epilepsy. Magnetic resonance imaging revealed the presence of a well-defi ned 
lesion with an abnormal laminated pattern of cortical architecture involving most of the right cerebellar hemisphere, 
compressing the fourth ventricle and also a meningioma. Complete removal of the meningioma and partial re-
moval of the cerebellar lesion was performed and histopathological exam confi rmed Lhermitte-Duclos disease.

Keywords: Lhermitte Duclos disease, meningioma

Author for correspondence:
Daniel Mihai Teleanu, Emergency University Clinical Hospital, 169 Splaiul Independentei, Bucharest
E-mail: telepapa@hotmail.com

INTRODUCTION

Lhermitte-Duclos disease (LDD), also known as 
dysplastic gangliocytoma of the cerebellum is a be-
nign disease, extremely rare, characterized by loss 
of normal cerebellar cortical architecture and focal 
thickening of the folia. We report a rare case of 
Lhermitte- Duclos disease associated with a menin-
gioma.

CASE PRESENTATION

We present this rare association between Lher-
mitte-Duclos disease and cerebral meningioma in a 
patient operated on in our neurosurgery depart-
ment. A 53-year-old right handed woman was ad-
mitted in our department for recurrent episodes of 
headache, focal seizures and generalized tonic-
clonic seizures. She presented headaches for about 
8 years and for about 2 she had seizures. Two 
months before admission, she presented weakness 
and paresthesia in the right arm and leg. Neurologi-

cal examination revealed: ataxia, dysarthria, right 
hemiparesis, right facial nerve palsy and nystag-
mus at lateral gaze. 

CT-scan showed a hypo-hyperdense mass in the 
right cerebellar hemisphere without contrast en-
hancement causing mild supratentorial hydroceph-
alus. It also revealed a large left frontal mass with 
intense and homogeneous enhancement and mid-
line shift (Fig. 1,2). 

MRI exam revealed on transaxial T2-weighted 
sequences a hyperintense, well-defi ned large mass 
on the left frontal convexity with broad implanta-
tion on the dura. In the posterior fossa, the MRI 
showed a lesion in the right cerebellar hemisphere 
with compression and torsion of the brainstem and 
of the fourth ventricle. The cerebellar folia can eas-
ily be recognized within the mass and appeared 
thickened (Fig. 3,4).

The supratentorial mass is hypointense on trans-
axial T1- weighted sequences and the infratentorial 
mass showed the thickened right cerebellar folia in 
the lesion. Transaxial, coronal and sagital gadolini-
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um-enhanced sequences showed intense and ho-
mogenous enhancement of the left frontal lesion. 
Broad implantation on the convexity is seen as a 
circumferential dural tail. Absence of contrast en-
hancement of the right cerebellar tumor (Fig. 5, 6).

The conclusion of the MRI examination was 
that images are suggestive for a left frontal menin-
gioma and for a Lhermitte-Duclos disease.

Surgical fi ndings. The patient was operated on 
in 2 steps. First, a left frontal craniotomy was per-
formed and a 5 cm diameter left frontal tumor was 

FIGURE 1. CT scan – left frontal tumour

FIGURE 2. CT scan shows a hypo-hyperdense mass in 
the right cerebellar hemisphere with „tiger-striped“ 
appearance

FIGURE 3. MRI – Axial T2 weighted sequence shows a 
large left frontal tumour 

FIGURE 4. Axial T2 weighted sequences shows a 
predominantly hyperintense lesion in the right cerebellar 
hemisphere with striated appearance
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charged without right hemiparesis, no facial nerve 
palsy and only with a mild ataxia.

DISCUSSION

Lhermitte and Duclos fi rst described the cere-
bellar dysplastic gangliocytoma in 1920. They re-
ported on a 36-year-old man who presented occipi-
tal headaches and diminished hearing on the left 
side, that was progressive over 10 months. Before 
the presentation he suffered repeated episodes of 
paroxysmal vertigo with recurrent falls, memory 
defi cits and gait ataxia. His condition deteriorated 
and he died. The fi rst surgery attempted for LDD 

FIGURE 5. T1-weighted post-gadolinium coronal MRI 
shows a large dural-based mass over the left frontal 
convexity with diffuse enhancement.

FIGURE 6. Axial T1 weighted post-gadolinium MRI 
shows the a bsence of contrast enhancement of the right 
cerebellar tumor

found with broad implantation on the dura mater. 
Anatomopathology was consistent with meningio-
ma. 

After 6 days a posterior fossa craniectomy was 
performed and the right cerebellar hemisphere ap-
peard markedly enlarged, with a thickening of the 
cerebellar folia, but without evidence of a mass tu-
mour. A subtotal removal of the lesion was done. 
The frozen section biopsy revealed the absence of 
tumor cells and no further resection was performed. 
It was decided to do a large decompression of the 
posterior fossa with duroplasty (Fig. 8).

The histopathologic exam confi rmed the diag-
nosis of cerebellar dysplastic gangliocytoma or 
Lhermitte-Duclos disease. The patient was dis-

FIGURE 7. Postop CT scan shows complete 
removal of the lesion

FIGURE 8. Postop CT scan shows subtotal 
removal of the cerebellar lesion
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was performed in 1930 by Bielschowsky and Si-
mons. Approximately 240 patients with LDD have 
now been reported in the literature with another 
case added in this report (1). 

Lhermitte- Duclos disease can be familial or 
sporadic. PTEN (phosphatase and tensin homolog)/
AKT (protein kinase B) pathway, an important reg-
ulator of cell growth, is considered to be involved. 
The dysplastic cerebellar gangliocytoma is a ham-
artomatous overgrowth disorder of the cerebellar 
cortex. This disorder has been linked to an autoso-
mal dominantly inherited condition characterized 
by multiple hamartomas, an increased incidence of 
breast, uterine, and thyroid cancer and germline 
mutations in the PTEN (phosphatase and tensin ho-
molog) gene at locus 10q23.2, called Cowden syn-
drome (2,3). The prognosis of patients with LDD 
has improved markedly with advances in neuroim-
aging, especially MRI. Clinical manifestations are 
related to posterior fossa lesions with secondary 
obstructive hydrocephalus. On computed tomogra-
phy (CT), the cerebellar tumour is well defi ned, cir-
cumscribed, isodense or hypodense. Calcifi cation 
is an uncommon fi nding. MR imaging is the modal-
ity of choice, it is typically nonenhancing. A mass 

in the posterior fossa with unilateral hemispheric 
expansion, hypointense on T1-weighted images 
and hyperintense on T2-weighted images with a 
laminar pattern of alternating high and low signal, 
‘tiger-striped’ appearance, is considered suggestive 
for the diagnosis. Despite the benign nature, surgi-
cal excision is the treatment of choice. In some 
cases a wide excision is necessary due to the risk of 
recurrence. In this case we decided for subtotal re-
moval, the reason for this surgical attitude was that 
in this case, a clear border between tumour and sur-
rounding healthy cerebellum tissue is missing, so 
there is a risk for incomplete removal of the tumour. 
The surgical removal of these lesions in an open 
MRI unit would be a good indication.

CONCLUSIONS

Lhermitte-Duclos disease is a very rare disease. 
The association between Lhermitte- Duclos disease 
and meningioma is even more rare, as far as we 
know, only few cases have been documented in the 
literature. MRI is a valuable diagnosis tool in such 
cases.
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