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transient focal neurological episodes 
cognitive impairment
generalized seizures
increased intracerebral hemorrhage risk

cSS in older people may be present due to
cerebral amyloid angiopathy (CAA), a build-up
of an abnormal protein in the small vessels
near the brain surface. Haemosiderin will be
found on the cerebral hemisphere convexities
and the uppermost areas of the brain. cSS will
not be found on the cerebellum, brain stem, or
spine. 

Symptoms

Progressive hearing loss  
Signs of gradual wide-based gait,
balance,  and mobility issues.
Spinal cord and nerve dysfunction.

cognitive impairment
mood disorder
visual recognition memory
neuropsychological disturbance
uncontrolled eye movements
poor coordination
difficulty swallowing
spasticity 
loss of smell 
loss of taste 
bladder or bowel dysfunction
tingling and numbness sensation 

small motor dysfunction
nerve pain 
headache
nervous system control of blood
pressure and blood vessels
inability to perform rapid, coordinated
movements 
slurred speech 
overactive reflexes
abnormal foot reflexes (Babinski signs)

 

Other iSS symptoms and signs :

      in fingers and feet

Variants
A physician will review your MRI scan to
determine which type of superficial siderosis
is present. There are two  main variations. 

Infratentorial superficial siderosis
(iSS), also termed type 1 or "classical"
superficial siderosis
Infratentorial superficial siderosis is a
neurodegenerative disorder where blood
infiltrates into the cerebrospinal fluid (CSF). A
chronic or persistent bleed will eventually
overwhelm the body’s capability to remove
the full blood product, leaving neurotoxic
free iron molecules from the blood to
circulate freely within the CSF. The body will
release proteins in self-protection; these
proteins bind to the iron and form a
compound called haemosiderin.
Haemosiderin will settle on the surfaces of
the brain, spine and spinal cord, and can be
seen on magnetic resonance imaging (MRI).
The extent of haemosiderin shown on MRI
(which is particularly sensitive to iron), may
not be consistent with the symptoms
experienced. The condition is usually slow in
progressing, and many patients remain
stable for years.
 

Treatment
A lumbar puncture may be performed to
determine whether there is an active bleed. If
there is an active bleed, additional testing is
usually needed to find the location. Once the
bleed is found there are several options to
prevent further neurological progression. The
main strategy, if possible, is to locate the source
of bleeding, but medications may help to
reduce the concentrations of free iron in the
cerebrospinal fluid. Unfortunately, active bleed
sites in some patients may never be found and
attempts to slow or stop the progression with
medication have had little to no success. Some
patients are also unable to tolerate the
medication that is used. Coordinated care of
the symptoms remains a priority.

Prognosis
Until all ongoing bleeding and exposure to
toxic iron is prevented, neural damage will
continue either during chelation therapy or
through natural progression.

Cortical superficial siderosis, (cSS)

Common Symptoms 
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What is Superficial
Siderosis?
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It is important to remember that not all patients will
develop every symptom or severe symptoms. It is
still not understood why this is the case, but the
location of the brain or spinal tissue loss (related to
the toxic effects of free iron) may play a role in a
patient’s progression.

Causes
The most common cause of superficial
siderosis is a defect in the dura (the
membrane around the brain and spine)
which is often caused by neurosurgery or
trauma many decades before the disorder is
diagnosed.

Patients with cSS will not experience hearing
loss, ataxia, or spinal cord problems. This variant
almost always affects older patients.


