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3. Huntington’s disease.  This coronal sec-
tion of postmortem brain shows bilateral 
caudate nucleus atrophy. The name caudate 
(tail-like) refl ects the way the nucleus tapers 
from its head as it sweeps around the outer 
wall of the lateral ventricle to its temporal 
horn.

Striatum = caudate + putamen.
Basal ganglia = striatum + globus pal-

lidus.
The caudate receives and processes inputs 

from the cerebral cortex, and then relays to 
the thalamus and so to the cortex. The cau-
date nuclei are believed to be involved in the 
regulation of the initiation of complex motor 
activities.

The Huntington’s disease pathology is now 
known to occur in many areas of the brain, in 
keeping with the widespread expression of 
the huntingtin gene and the varied pheno-
typic manifestations.

Further Reading
Rosas HD, Koroshetz WJ, Chen YI et al.  (2003) 

Evidence for more widespread cerebral pa-
thology in early HD: An MRI-based morpho-
metric analysis. Neurology, 60, 1615–20. 

4. Behçet’s disease.
The patient has an ocusert under his lower 

lid. This is a drug delivery device that is used 
to deliver fi xed doses of medication over 
defi ned periods of time. It may contain pilo-
carpine for glaucoma, or steroids for uveitis. 
Knowing this makes the diagnosis easy.

60–80% of patients have eye involvement. 
This may begin asymptomatically, or present 
with a dramatic hypopyon uveitis.  Anterior 
and posterior uveitis, vitritis and most seri-
ously a retinal vasculitis may all occur. Pa-
tients should have a slit lamp examination to 
detect the uveitis and fl uorescein angiogra-
phy to identify retinal lesions.

Further Reading
Al-Araji A, Sharquie K & Al-Rawi Z (2003) 

Prevalence and patterns of neurological in-
volvement in Behcet’s disease: a prospec-
tive study from Iraq. Journal of Neurology, 
Neurosurgery and Psychiatry, 74, 608–13. 

Akman-Demir G & Serdaroglu P (2002) Neuro-
Behcet’s disease: a practical approach to 
diagnosis and treatment. Practical Neurol-
ogy, 2, 340–7.

1. This patient is young, making an unusual 
cause of stroke more likely than degerative ar-
terial disease. The differential includes embo-
li, dissection and clotting disorders, but these 
have largely been excluded by the normal 
investigations. This, together with the pres-
ence of infarcts in different territories, memory 
problems, irritability and the pleocytic CSF, 
make vasculitis the probable diagnosis.

CNS vasculitides may be primary, or sec-
ondary to systemic diseases such as SLE, We-
gener’s, Behçet’s disease and polyarteritis 
nodosa. Usually any systemic features begin 
before CNS involvement. Thus the negative 
previous history, absence of systemic signs 
and normal serology, make a primary CNS 
vasculitis the most likely diagnosis in this 
case. The diffuse, punctate abnormalities 
involving both grey and white matter seen on 
MRI support this.

Given the high rate of negative biopsies 
and signifi cant risks involved, in this case 
in which the diagnosis is fairly clear cut, 
we would favour a therapeutic trial of pred-
nisolone and cyclophosphamide, using the 
CSF pleocytosis and clinical symptoms and 
signs as a measure of effi cacy, although many 
others would opt for biopsy.

Further Reading
Siva A (2001) Vasculitis of the nervous sys-

tem. Journal of Neurology, 248, 451–68.

2. The T2-weighted images show multiple 
lobular lesions throughout the spinal cord 
and brain stem of varying size, refl ecting 
extensive vacuolation. These do not enhance 
post gadolinium. In the context of mild 
neutropenia and thrombocytopenia, more 
severe lymphopenia and a raised AST, these 
changes are highly suggestive of HIV associ-
ated vacuolar myelopathy.

This is the most common myelopathy in 
HIV, occurring in 5–20% of patients, typically 
in the later stages of the disease when CD4 
counts are low. AIDS dementia complex and 
peripheral neuropathies may co-present. 
Consideration of other possible causes 
through, in particular, detailed CSF analysis 
is important because HIV associated vacuolar 
myelopathy is a diagnosis of exclusion.

Further Reading
Di Rocco A (1999)  Diseases of the spinal cord 

in human immunodefi ciency virus infec-
tion. Seminars in Neurology, 19, 151–5. 
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