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Lhermitte-Duclos disease (LDD) is dysplastic gangliocytoma of the cerebellum, which 
is rare, tends to grow slowly, usually has good prognosis, and wherein the cerebel-
lar cortex becomes thick and the central white matter is not observed. On MRI of 
the brain, it has hyperintense and hypointense presentations on T2- and T1-weighted 
scans, respectively. It has nonhomogenous contrasting pattern on T1-contrast scans. 
LDD can be seen unilaterally or bilaterally in the cerebellum. When the disease is 
located at the cerebellopontine angle, it can be mistaken for the tumors located in this 
region. Recurrence can occur postoperatively, which is rare. The present case is a rare 
one because the tumor was located at the cerebellopontine angle and radiologically 
mimicked cerebellopontine angle tumors.
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Introduction
Lhermitte–Duclos disease (LDD) is a benign hamartomato-
sis lesion of the cerebellum that tends to grow slowly.1 LDD 
is generally located in the cerebellar hemispheres and ver-
mis.2,3 LDD can occur at any age; however, it is frequently 
diagnosed in people aged 20 to 40 years.4,5 The most common 
symptoms are headache, dizziness, nausea, vomiting, loss of 
balance, and impaired vision.6 When the tumor is located at 
the cerebellopontine angle, it can be radiologically mistaken 
for tumors that originate from this region. About 70% to 90% 
tumors located in this region are vestibular schwannoma, 
whereas 10% of them are meningiomas. To date, no study has 
reported LDD to be located at the cerebellopontine angle. In 
the present case, the tumor is located at the cerebellopontine 
angle and mimics the tumors that originate from this region.

Clinical Report
A 29-year-old female patient visited our clinic with com-
plaints of headache and dizziness. Physical examination 
showed normal results and neurological examination did 
not reveal any pathology except for horizontal nystagmus 
that became severe when the eyes moved to the left side. 
Cranial MRI revealed left cerebellopontine angle mass lesion 
that was nonhomogenous contrast-pattern on contrast 
T1-weighted scans (►Fig.  1A–C); therefore, surgical treat-
ment was planned for the patient. Left paramedian suboc-
cipital craniectomy was performed as well as total excision 
of well-circumscribed tumor located at the left cerebello-
pontine angle. The patient was diagnosed with LDD based 
on the microscopic examination performed on the excised 
lesion (►Fig. 2).
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The patient was followed up with annual cranial 
MRI, and the 1-year follow-up images did not reveal any 
newly-developed mass lesion (►Fig.  1D–F). However, the 
2nd, 3rd and 4th-year follow-up images gradually increas-
ing revealed a mass at the operation site at the left cerebel-
lopontine angle, which was nonhomogenous contrasting 
pattern on T1-weighted contrast scan (►Fig.  1G–I), but it 
did not cause any clinical symptom in the patient. Follow-up 
procedures revealed that the patient started to suffer from 

headache and dizziness. Therefore, surgery was planned for 
the patient. Almost complete excision of the tumor could be 
achieved by re-exploration. The clinical symptoms improved 
postoperatively.

Discussion
“Lhermitte–Duclos” in the 2016 Tumour Classification of the 
World Health Organisation is described as grade I benign 

Fig. 1  (A) Preoperative contrast T1-weighed axial MR image; (B) Preoperative contrast T1-weighed sagittal MR image and (C) Preoperative 
contrast T1-weighed coronal MR image. No tumor detected on postoperative 1st-year follow-up MR images; (D–F). Gradually increasing tumor 
sizes on contrast T1-weighed axial MR images of the postoperative 2nd-, 3rd- and 4th-year (G–I).
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tumor.7,8 Although typically located unilaterally, there are 
also cases that have bilateral invasion.4 Accompanied with 
megalencephaly, syringomyelia, polydactyly, cranial asym-
metry and mucocutaneous lesions, LDD is presented with 
Cowden syndrome that is characterized by autosomal domi-
nantly-inherited hereditary hamartoma and neoplasia.9 Our 
patient did not have a history of cancer and skin lesions. LDD 
diagnosis is characterized by a tiger-striped pattern caused 
by abnormal cerebellar thickening that is hyperintense and 
hypointense on T2- and T1-weighted scans of cranial MRI, 
respectively. This pattern was not noted in our case. There are 
reported cases of contract-enhanced images similar to our 
case, although LDD does not present any obvious contrast-
ing pattern.2,3 For the differential diagnosis of the cases with 
tumors located in the cerebellum, medulloblastoma, astro-
cytoma and cerebellar infarction should be considered.10 
Because the tumor was located at the cerebellopontine angle 
in our case, the tumors located in this region should be con-
sidered for the differential diagnosis. The tumors located 
at the cerebellopontine angle are as follows: epidermoid 
tumors, arachnoid cysts, lipomas, metastases, lymphoma, 
paraganglioma, and hemangioblastoma. Moreover, brain 
stem tumors and glial tumors of the cerebellum have been 
reported to extend up to this region.10

The most dominant treatment option is the “watchful 
waiting” strategy; however, surgery becomes important 
because of headache, nausea, vomiting, and hydrocephalia, 

which are associated with the pressure effect.4 As in our case, 
recurrence is observed postoperatively, although it is rare 
and benign.9 In addition, there are cases that do not present 
any clinical findings and are followed-up without surgery.2,6

In our case, the location of the lesion at the cerebellopon-
tine angle, which is very rare, led to the consideration of the 
pathologies of this region. However, following microscopic 
examination and literature review, it was understood that 
the tumor was associated with LDD, and it had an atypical 
pattern in terms of its location site, contrast-enhancing pat-
tern and recurrence that occurred postoperatively.

Conclusion
Our case is informative and highlights the following: 1) LDD 
can have homogenous contrast-enhancing patterns, although 
rare; 2) there can be postoperative recurrences, although rare 
and 3) it can be present in the form of angle tumors along 
with the typical cerebellar hemispheric enhancement.
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Fig. 2  (A) Large neuronal cells with irregularly located cells filling the internal granular layer, with large vesicle nucleus and large cytoplasm. 
Clear presence of vacuoles; H-Ex17.5; (B) Large hyperplastic cells filling the internal granular layer show membranous and slightly cytoplasmic 
staining with synaptophysin, which is a immunohistochemical neuronal indicator; SYNPx30.4; (C) Positively stained axons among the hyper-
plastic neuronal cells on immunohistochemical neurofilament protein (NFP) staining; NFPx21.4 and (D) Very low Ki-67 staining index in the 
large hyperplastic cells filling the internal granular layer; Ki67x16.2. 
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