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CASE NUMBER II (California)t:

The patient, a white boy six years of age, was born with a
hemangioma over the left frontal region and following a fall
from his bed at the age of seven months, had suffered frequent
convulsions., These attacks were charaoterized by intermittent
oelonic and tonic contractions, screaming, and were often follow~
ed by periods of coma, lasting as long as forty minutes on one
occasion. The patient's eyes rolled to the left during a seigure
and after the child began to walk, he would stagger and fall at
the onset of a convulsive episode.

The patient walked at the age of two, and began to talk at about
four years. At the time of examination, however, diffieulty in speech,
a staggering gait, severe strabismus, the seizures, underdevelbpment
of the right arm and leg, and the hemangioma were the chief complaints.

The family history was essentially negative and the patient's
delivery at full term was without inecident.

Physical examination revealed a welle-nourished boy who had a
large pink hemangioma over the left frontal region in the distri-
bution of the ophthalmic division of the trigeminal nerve,

Both of the patient's right extremities were smaller in diameter
and were less well-developed than the left extremities. Reflexes
tended to be reduced or absent on the right side and hyperaotive

on the left side., External examination of the eyes revealed a

* This case was kindly provided through the courtesy of Mr, William
Se. Cormwell, Eastman Kodak Company, and has been previously pub-
lished, (Cohen, R., and Burnip, R., Nevoid Amentia, Ann, West., Med.&
Surg., S: 47-49, 1949,)



marked internal strabismus with apparent functional impairment

of the right rectus extraocular musole., Ophthalmoscopio examina-
tion revealed increased pallor in the temporal half of the optie
disos bilaterally. The blood pressure was 80 millimeters of mercury
systolic over 80 millimeters of mercury diastolic,

Iaboratory examination of the urine, blood cell morphology and
the hemoglobin concentration eof the blood revealed no pathologiec
alterations, Examination of the spinal fluid was negative; there
were no positive resctions to skin tests with either a tuberculin
or a coccidiodin antigen,

Readiographic examination of the skull in the lateral and
antero-posterior projections ( Figures 7 and 8 ) revealed
evidence of intracranial calcifications in the right occipito-
parietal cerebral cortex. These calecifications appeared to follow
the oonvolutional markings of the brain and were located superior
to the line of attachment of the tentorium cerebelli,

The combination of the presenting complaints and the radiographic
findings led to a diagnosis of Sturge-Weber's encephalo-trigeminal
angiomatosis, No therapy other than sedative medication was givea
to the patient,this tended to limit the number of conwvulsions
to about one every two weeks. The patient is being observed monthly

for any signs of improvement or deterioration,
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CASE NUMBER IV (Nebraska):

The patient, a single white unemployed woman, 32 years of age,
entered the University of Nebrasks Hospital for the first time
seeking oorrection of a deformity, a faoial birthmark, by means
of plastic surgery. Since birth, she had been troubled by an ex-
tensive vasoular birthmark covering the entire left side of the
face, part of the right side of her face, and covering part of her
shoulder on the right; a deforming fullness of her left lip, diffi-
oulty in breathing due to plugging of her nostrils; poor vision in
the left eye; weakmess and atrophy of the right arm and leg; and
convulsive seizures which started in the left shoulder, became
generalized and recurred at irregular intervals,

On physical examinetion, the patient was found to have a capil-
lary hemangioma covering the left half of the face over the entire
distribution of the trigeminal nerve, while on the right side of
the face, a similar hemangioma was restriocted to the course of the
maxillary division of the fifth nerve. This hemangioma extended into
and along the left half of the oral and nasal cavities. The left
half of the upper lip was swollen to three or four times its usual
size by a cavernous hemangioma. The appearance of the patient
is illustrated in the print made from a kodachrome transparency re-
produced as Figure 15. The right arm and leg were weak and their
mscles atrophic; tendon reflexes were comparatively hyperactive
on the right. There was evidence of some mental retardation,

The vision of the left eye was poor and had not been corrected
by glasses. Ophthalmoscopic examination of this eye revealed a

posterior synechia, irregular contraction of the pupil, vitreous
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opacities, complete retinal detachment and evidence of an old
severe chorioretinitis. Laboratory findings were non-contributing.

Radiographic studies consisting of stereoscopic lateral, posterior,
and fronto-occipital projections of the skull ( Figures 16, 17, and
18 ), presented a relative underdevelopment of the left cranial
cavity and intracranial calcifications over the left posterior
cerebral regions. The cranial veult on the left measured ten milli-
meters in thickmess compared with a thickness of five millimeters
on the other side, this thickness being primarily through the region
of the inner table., The mastoid cells and the sphenoidal and eth-.
moidal sinuses were larger on the left than on the right, Vascular
channels were increased, more particularly through the left side
of the skull, There was caloification along the left parieto-occi-
pital region laid down in an irregular cauliflower-like pattern
conforming to the convolutional and vascular configurations of the
cortex and meninges. In summary, radiographic findings indic;ted
a hypoplasia of the left cerebrum associated with extensive menin-
geal and cortical calcifications through the parieto-occipital reg-
ion,

The diagnosis of Sturge-Neber's encephalo-trigeminal angiomatosis
was made by the neurology service., Dilantin and phenobarbital were
given as anti-convulsant therapy during the patient's hospitaliza-
tion. It was felt that neurosurgical and plastic surgical procedures
offered no benefit. The cavernous hemangioma of the left upper lip
was given 420 Roentgens in air of 80 kilovolt x-ray therapy, and
this same treatment was repeated three months later. The patient

was discharged to the radiotherapy outpatient service and arrange-



ments made for marsing home care,
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FIGURE 16
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FIGURE 18
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