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ABSTRACT :

Kittiwongsopon S, Chaiyabud P, Pakdirat P. CT Diagnosis of Sturge - Weber Syndrome :
One Case Report. (Region 7 Medical Journal 1994 ; 3 : 263-269.)

Department of Radiology, Department of Surgery, Department of Anatomical Pathology, Ratcha-
buri Hospital, Ratchaburi, Thailand.

A 12 -year-old male patient with. headache and congenital facial port wine stain was
presented, the report describes the classic features and CT findings of the Sturge - Weber syndrome,
emphasizing the importance of CT as a useful diagnostic procedure.
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Sturge - Weber syndrome, also called enceph-
alotrigeminé!rangiomatosis. is a congenital neurocu-
taneous syndrome characterized by facial port wine
stain and intracranial angiomatosis. Clinical mani-
festation with seizure, mental retardation, hemiparesis
and visual deficits, which is progressive with wors-
ening, is associated with continued development of

calcifications in the vascular defects'.

Report

"~ The patient was a 12-year-old thai male
who had been diagnosed as having Sturge - Weber
syndrome with the triad of classic congenital left
facial port wine stain involving the distribution of
the opthalmic branch of the trigeminal nerve (fig '1),
seizures and gyral calcification at the I"eft parieto-
occipital region.

Skull radiography showed no abnormal
calcificatién except hyperpneumatization of sinus
change secondary to developmental change in the
brain. (fig 2)

Computerized tomography without contrast
injection demonstrated left occipitoparietal gyral
calcification and ipsilateral temporoparietal hem-
iatrophy. (fig 3)

Contrast enhanced scan revealed collateral
subependymal vessels (fig 4) and focal abnormal
vessels at trigone of Lt ventricle, implied venous
angiomatosis. (fig 5) - V
 Left occipitoparietal craniectomy was perfor-
med, intraoperative findings showed left occipitopar-
ietal leptomeningeal angiomatosis. (fig 6)

Removal of large vascular choroid plexus in the

left trigone was done and pathological examination

proved to be cavernous hemangioma of the left

trigone. (fig 7)

Discussion

Different degrees of cerebral calcification,
eﬁcephalofacial angiomatosis and seizures charac-
terized the Sturge - Weber syndrome.?

Intracranial abnormalities include leptomen-
ingeal angiomatosis with an underlying superficial
layer of gyral cortical calcification, angiomatosis
malformations of the choroid plexus and ipsilateral
atrophy. Abnormal local venous drainage occurs with
non functional or absent cortical veins and patent
deep veins.>*

These abnormalitics have been well démon-
strated by neuroradiologic studies including skull
films, angiography and computerized tomography.
The value of contrast MRI for detecting leptomen-
ingeal angiomatosis has recently been described.®-®

The classic change of Sturge - Weber syn-
drome, “tramline” type calcification along the cortical
gyri are demonstrated by skull radiographs in older
children after 2 years of age and adult or earlier by
cranial CT.2 1

An infantile form of Sturge - Weber syndrome
in young children (usually 2 years and younger) can
be seen on MRI. Calcification is not present.'®

In view of the small calcification, CT has an
advantage over MR and conventional plain film of
detecting and it can appear as early as 3 months
of age.3 7811, 12

Calcium deposits may be found in the wall of
cerebral vessels, in the_perivascular tissue and early

within the neurons, these are commonly interpreted
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Fig. 1 Characteristic facial port wine stain in the distri-
bution of the first trigeminal nerve on the left face
of an older child with Sturge - Weber syndrome.

Fig. 3 Non contrast CT, the pathognomonic focal occip-
itoparietal gyral calcification with brain atrophy is
seen ipsilateral to the left facial port wine stain.

Fig.2 Lateral skull radiograph, showihg hyperpneum-
atization of upper air sinus, without abnormal
cerebral calcification. ‘
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Fig. 4 Contrast enhanced scan, showing prominent
collateral subependymal vein.



. Fig. 5 Contrast enhanced CT, showing glomus of enh-

Ct Diagnosis of Sturge - Weber Syndrome : One Case Report

ancing abnormal vessels in left trigone.

Fig 6. Intraoperative findings : left occipitoparietal
leptomeningeal angiomatosis.
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Fig. 7 Pathological specimen of abnormal vessels in the left trigone reveals cavernous hemangioma with calcosp-

herules.

‘as secondary phenomena of dystrophic origin. Re-
port of light microscopy and ultrastructural studies of
Sturge - Weber syndrome suggested the role of
vascular and other factors, such as anoxia, necrosis
of cerebral tissue and calcium -ion concentration
acts as secondary factors.'®

Some observations can be made on the basics
of this case about CT findings.

First gyral calcification in this patient was de-
tected by CT only because it was below the capacity
of conventional plain film.

Secondly, gyral calcification alone without

characteristic facial port wine stain is non specific
finding. It has been described in association with
bacterial and viral intracranial infection, irradiation
and intrathecal methotrexate for central nervous
system leukemia,® 4 chemical meningitis, secondary
to subarachnoid fat from an epidermoid tumor,'s
tuberous sclerosis'® and celiac disease.!”

Thirdly, the characteristically Lt occipito -
parietal leptomeningeal angiomatosis which was
located ipsilateral to the facial angiomatosis was
indirect evidence computed tomographically by the

gyral calcification and absent to poor enhancement
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after contrast enhancement.

The histopathology proved the presence of
abnormal vessels in the ipsilateral choroid plexus,
which had been earlier demonstrated by computed
tomography.

This case we described on plain skull and
CT findings is quite similar to other reports in appea-
rance of classic Sturge - Weber syndrome,'"" 12 18 only

occasionally seen with typical manifestation.

Conclusion

Sturge - Weber syndrome is one entity in neu-
rocutaneous syndrome. Although uncommon, it must
be considered in patients with facial port wine stain
which in the distribution of the opthalmic branch of
the trigeminal nerve.

CT is the imaging of choice when this synd-
rome is suspected in older children and adult with
negative conventional piain skull.

In addition, computerized tomography allows
an earlier diagnosis since it shows different degrees
of cerebral calgcification together with intracranial

angiomatosis and cerebral atrophy.
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