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A b s t r ac t
Lhermitte–Duclos disease (LDD) is a neurological disorder caused by a hamartomatous lesion within the cerebellum. Clinically, LDD is often
associated with symptoms of the space-occupying lesion due to increased intracranial pressure, hydrocephalus, and focal neurological deficit.
This was a case of a 36-year-old woman who presented with progressive headache and difficulty in swallowing liquids. Magnetic resonance
imaging demonstrated a right cerebellar mass lesion with the characteristic “tiger-striped appearance”. There was an inferior displacement of
the right cerebellar tonsil. She underwent ventriculoperitoneal (VP) shunt and followed by partial resection of the tumor to decrease the mass
effect. Her headache gradually improved and she was able to swallow liquids by the time of discharge.
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I n t r o d u c t i o n
Lhermitte–Duclos disease (LDD), also known as dysplastic
gangliocytoma of the cerebellum, is a rare disease with slowly
progressive unilateral cerebellar mass lesion, characterized by a
slowly progressive unilateral cerebellar mass lesion.1,2 Lhermitte–
Duclos disease affects adults of both sexes. It usually presents with
symptoms caused by a mass effect caused by growing cerebellar
mass, e.g., headache, vomiting, cerebellar dysfunction, occlusive
hydrocephalus, and cranial nerve palsies.1,2 Clinical occurrence is
most frequent among young adults, but individuals of all ages can
be affected.1
We describe herein a rare case involving a female patient with
LDD and subsequently discuss the management of LDD in such
patients.

C a s e D e s c r i p t i o n
We describe here this rare case in a 36-year-old woman who
presented in OPD with progressive headache and progressive
difficulty in swallowing liquids indicating lower cranial nerve
palsy. She did not have any visual difficulties, hearing difficulties,
weakness or thinning of any part of her limbs, difficulty in walking
or frequent falls, swaying, and sensory symptoms. Motor and
sensory examinations were normal. Gag reflex was diminished.
Cerebellar, gait, and higher mental function examinations were
normal. Computed tomography (CT) and magnetic resonance
imaging (MRI) brain with contrast was ordered as an additional
investigation. CT scan showed low-density mass in the right
cerebellar hemisphere (Fig. 1). Magnetic resonance imaging
revealed a sharply defined mass in the right cerebellar hemisphere.
The mass appeared hyperintense on diffusion-weighted imaging
(Fig. 2) and hypointense on both fluid-attenuated inversion recovery
imaging and T1-weighted imaging (Figs 2 and 3). The characteristic
“tiger-striped appearance” was visible on T2-weighted imaging
(Figs 4 and 5).
Mass effect was evident at the medulla oblongata, accompanied
by inferior displacement of the right cerebellar tonsil which was
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likely the cause of the headache and lower cranial nerve deficit
in this case.
We planned for ventriculoperitoneal shunt (VP shunt) followed
by decompression of the lesion through midline sub-occipital
approach. The right cerebellar hemisphere was pale and enlarged

Fig. 1: CT scan showing hypodense mass in right cerebellar region
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with widened folia but margins to the mass lesion were not easily
defined (Fig. 2). Partial resection of the mass to solve tonsillar
herniation was thus performed (Fig. 6), and subsequent histological

examination confirmed the diagnosis of LDD. The molecular layer
was enlarged with dysplastic ganglion-like cells, hypertrophied
granular layer, and increased numbers of small blood vessels
within the molecular layer were detected by hematoxylin and eosin
staining (Figs 7 and 8).

D i s c u s s i o n

Fig. 2: MRI axial DW1

Lhermitte–Duclos disease is a rare disease that does not have a
clear nature and pathogenesis.1,2 More than 200 cases have been
reported in the literature.3 Most of the cases occurred in adults in the
third and fourth decades of life similar to our case, without any sex
predilection.1,2 Lesions found in the elderly have tendencies toward
male predominance, hypervascularity, and low rates of association
with Cowden’s disease (CD) and regrowth after surgery. In most of
the studies, patients presented with symptoms and signs of raised
intracranial pressure were managed with partial resection and with
or without VP shunt depending on the presence of hydrocephalus.
Lhermitte–Duclos disease may be accompanied by other malignant
tumors, e.g., thyroid carcinoma, breast carcinoma, endometrial
carcinoma, prostate carcinoma, and glioblastoma.1,2 On MRI, none
of the studies showed contrast enhancement in LDD. Lesions
were hyperintense on T2-weighted imaging and hypointense on
T1-weighted imaging giving rise to a “tiger-striped” appearance.1–4
Complete excision of the hypertrophied lesion is the treatment of
choice.1–3,5–7 There has been a report of regrowth or malignant
transformation following subtotal resection. 8,9 Many authors
have recommended gross total removal in young adults, even
when the patient is asymptomatic.8 Most of the times it is very
difficult to perform complete excision because the lesion cannot
be differentiated from normal cerebellar tissue.2,3,10,11 Extensive
resection risks include neurological deficits such as cerebellar
mutism. 5 Almost all reported patients were symptomatic and
underwent partial resection to reduce the mass effect. We also
could not define the margins of the mass and partial resection
was performed. Headache and lower cranial nerve palsy improved
without complication (Fig. 9). Moreover, the regrowth/malignant

Fig. 3: MRI brain axial flair
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Fig. 4: MRI brain T2 coronal "tiger-stripped appearance”

Fig. 5: MRI brain T2 sagittal

transformation of the tumor was reported in a very small number.
Partial resection to reduce mass effect can thus be chosen, because
the lesion is categorized as a World Health Organization grade I
tumor. If the mass is accidentally found, a conservative strategy
can be chosen with close follow-up examination.

C o n c lu s i o n
Lhermitte–Duclos disease is a rare disease having a benign course
and pathological findings. In symptomatic LDD, we recommend
partial resection to reduce the mass effect.
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Fig. 6: Postoperative CT scan
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Fig. 7: Histopathology report LD syndrome

Figs 8A and B: Histopathology slide of Lhermitte–Duclos syndrome
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Fig. 9: Postoperative patient image
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