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Learning Objectives
By the conclusion of this session, participants should be able to:
1) Understand Lhermitte-Duclos disease and its association with Cowden syndrome
2) Describe the characteristic MRI/MR spectroscopy appearance of Lhermitte-Duclos
3) Consider the differential diagnosis of medulloblastoma in this context
Introduction
Lhermitte-Duclos disease (LDD; dysplastic cerebellar gangliocytoma) is a rare beingn
cerebellar tumour with thickened cerebellar folia.  A striated (‘tiger-striped’) appearance
on T2W MRI is considered to be pathognomonic of LDD. Approximately 25% of cases are
associated with autosomal dominant Cowden syndrome of multiple hamartoma-
neoplasia. In a few published cases, characteristic MRI findings have been mimicked by
a more agressive tumour, medulloblastoma (WHO grade IV).

Methods
We present a case where a 53 year old patient with a bilateral cerebellar tiger
striped pattern on MRI refused biopsy and was kept under imaging surveillance
for 2 years (with interval VP shunt insertion). Genetic screening for Cowden
syndrome was negative. Reimaging at the time of clinical deterioration
demonstrated severe diffuse posterior fossa swelling and a new area of focal
enhancement. Biopsy of this enhancing lesion delivered a discrete tumour
nodule which was found to be medulloblastoma on histology. Subsequent
imaging 30 days post-op showed markedly reduced swelling in the entire
posterior fossa (Figure 1). We performed a review of the literature identifying
similar cases and their clinical/imaging profile.
Results
Six patients (Table 1) were identified in the literature (age 18 months to 28
yrs; 3 cases were bilateral) with imaging findings consistent with LDD but
subsequent histology confirming WHO grade IV medulloblastoma. MR
Spectroscopy was identified as critical in excluding LDD in 4 cases.
Conclusions
In the context of patients with MRI features consistent with LDD, a low threshold for
biopsy or surgical resection should be adopted include bilateral disease, negative genetic
screen for Cowden syndrome or non-diagnostic/equivocal MR spectroscopy result.
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Table 1

Summary of published case reports of medulloblastoma mimicking LDD

Figure 1

MRI appearances at presentation, pre-operatively and at 30 days post-op.


