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Key words:- Case Presentation:We report a case of 28-years old Saudi ladywith
Vascularmalformation,cavernoma,angio cerebral cavernoma. She is complaining ofchronic headache for five
ma,haemangioma. years with recurrent attacks of severe headache for the last two years.

Conclusion:Cavernoma is the least common vascular malformation in
central nervous  system which may  cause serious
complications.Decision about management depends on whether it is
symptomatic or not.Hence,patients should be evaluated carefully and
chronic complaints should always be revisited.
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Introduction:-

Cavernous malformations are also referred to as cavernous angiomas,cavernous haemangiomas or cavernomas.lt
occurs sporadically or in a familial pattern.®It is the least common cerebral vascular malformation with an
incidence rate 0.4% of the general population.*®Symptoms are related to its site,size,venous drainage and
association with other malformations. We present a patient with history of chronic headache. She presented to our
emergency department with worsening of that headache for three days and was found to have a leaking cerebral
cavernoma. This case asserts that chronic complaints may need reassessment.

Case Presentation:-

The patient is a 28-year old Saudi lady presented with an attack of severe headache,associated with nausea,vomiting
and blurring of vision for three days .It is occipital, of thunderclap nature and occurs in several episodes daily.Each
lasts for minutes and associated with symptoms of meningism.

These attacks started two years back with a frequency of one every 4-5 months.Frequency and severity were
increasing recently.

She has five years history of chronic headache which was diagnosed as migraine and cerebral venous
thrombosis(received anticoagulant for a year).
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There are no other neurological symptoms and she has no other medical problems or receiving any regular
medications.Family history is positive for epilepsy(maternal aunt and uncle).She is married with three kids and has
no special habits.

On examination, the patient had an average built,general and systemic examination were normal.
Full neurological examination came normal apart from ophthalmological exam which showed:
Pupils:equal and reactive with relative afferent pupillary defect(RAPD) more in left eye.
Visual acuity: Right eye:20/25, Left eye:20/30.
Extra ocular movements(EOMSs):normal eye movements in all directions.
Fundi:Bitemporal optic atrophy.(Figure 1)
Visual fields: Binasal hemianopia. (Figure 2)
Her blood tests were normal.
Magnetic Resonance Image (MRI) (Figure 3), Magnetic Resonance Venography (MRV) and Magnetic
Resonance Angiography (MRA) brain are done.

Figure 1:-Fundus examination showing bitemporal optic atrophy.
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Figure 2:-Visual fields show loss of nasal fields.
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Figure 3:-MRI shows Hypothalamic Cavernoma, Popcorn apperance (yellow and red arrows)
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Discussion:-

Cerebral vascular malformations occur in 0.1 to 4.0 percent of the general population. Four general subtypes of
congenital malformations have been described:developmental venous anomalies,capillary telangiectasias,cavernous
malformations and arteriovenous malformations.®®

Three ge?et)ic loci (CCM1, CCM2, and CCM3) responsible for familial cavernous malformations (CMs) have been
reported.*®

The cerebrum is the most common location for CMs (70-90%).""They have been reported throughout the
supratentorial compartment, but most commonly are subcortical and inclined to the rolandic and temporal areas.
Posterior fossa lesions involve approximately 25 percent of CMs in most large series, with the majority located in
the pons and cerebellar hemispheres. There have beenjust 36 cases of spinal cord cavernous malformations
announced in the literature.®

Supratentorial CMs commonly present with hemorrhage, seizures, and progressive neurologic deficits. This may be
the result of mass effect and secondary compromise of the microcirculation, or of microhemorrhages with local
hemosiderin deposition irritating cortical or subcortical tissue.Annual bleeding rates of 0.25 to 1.1 percent have been
reported.©%

Infratentorial CMs commonly present with hemorrhage and progressive neurologic deficits. The lesions of
brainstemis worse than that in other areas. The annual bleeding rate for brainstem lesions is 2 to 3 percent per year,
with recurrent hemorrhage rates approaching 17 to 21 percent” Progressive neurologic decline is observed in 39
percent.

The natural history of asymptomatic lesions is significantly different from CMs presenting with clinical sequelae.
50% of 122 patients (age ranged from 4 - 82 years and mean 37 years)."®on follow up mean of 34 months, the
hemorrhage rate in the asymptomatic patients was 0.6% and 4.5% in the symptomatic patients. In another cohort,
five year rates of hemorrhage were 2.4 percent for a first hemorrhage and 29 percent for a recurrent hemorrhage.**
The risk of recurrent hemorrhage declines over time.**** While prior hemorrhage is a consistent risk factor for
subsequent hemorrhage, studies have found inconsistent results as to other risk factors for hemorrhage and
neurologic disability, including gender, lesion size, location, and multiplicity. 2%

CMsblood flowis low. Therefore, they usually are indicated to as "angiographically occult”, due to may not be seen
on angiography. MRI usually establishes the diagnosis. Characteristic findings on T-1 and T-2 weighted images
include a "popcorn" pattern of variable image intensities consistent with evolving blood products. A dark
hemosiderin ring, best seen on T2 or gradient echo sequences at the periphery of the lesion, is suggestive of remote
hemorrhage.™®
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Computed tomography usually demonstrates a nonspecific, irregular, hyperdense mass with variable degrees of
calcification. Angiography demonstrates a capillary blush or early draining vein in approximately 10 percent of
patients . Digital subtraction angiography appears to be much more sensitive than MRI for detecting the presence of
CM-associated atypical venous drainage.®”

Asymptomatic CMs are observed, irrespective of location. Surgical resection indications of accessible symptomatic
lesionsof cerebral and cerebellum include progressive neurologic deficit, intractable epilepsy, and recurrent
hemorrhage.®®*¥Patients with symptomatic CMs entirely surrounded by eloquent tissue (e.g., rolandic cortex,
brainstem, thalamus/basal ganglia) are usually observed despite the poor natural history associated with untreated
brainstem and thalamic lesions.

In our case,first MRI,MRV done five years ago showed the suprasellar lesion. However, her normal variant
hypoplastic transverse sinus made her diagnosed as cerebral venous thrombosis in presence of headache and
bilateral papilledema .She continued on anticoagulant for one year. Since that time she has chronic headache which
is considered migraine and treated for migraine headache.

During one of her attacks of severe headache She presented to our emergency department and was associated with
nausea, blurring of vision and symptoms of meningism.On examination,we found her discs abnormality which is
confirmed by fundus photography and visual fields.We revised her images again and new one is done(Figure 3).We
conclude that she has never cerebral venous thrombosis and this is a normal variant of hypoplastic transverse
sinus.Moreover ,she has progressive neurological deficit which is bilateral optic atrophy due to compression of the
optic chiasma by the lesion.Leaking from the cavernoma is the cause of her intractable headache due to meningeal
irritation. CSF xanthochromia was checked and confirm the leaking Accordingly, we referred the patient to the
neurosurgery team.

Conclusion:-
Cavernous malformations are the least common vascular anomaly of central nervous system.It may be asymptomatic
or cause various neurological deficits.

Surgical intervention is recommended only if it is symptomatic.

This case reminds us how serious diseases can masquerade in old complaints. Patients should never be profiled and
chronic complaints should always be revisited.
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