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CASE REPORT / OLGU SUNUMU

Two Cases of Dyke-Davidoff Masson
Syndrome

Iki Dyke-Davidoff Masson Sendromu Olgusu
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Summary

Dyke-Davidoff Masson Syndrome (DDMS) is a rare syndrome characterized by seizures, facial asymmetry, and contralateral hemiplegia or
hemiparesis. The typical radiological features of DDMS include cerebral hemiatrophy with ipsilateral hypertrophy of the skull and sinuses. It
is usually diagnosed in childhood. Presently described are 2 rare cases of DDMS that were diagnosed in adults based on magnetic resonance
imaging of the brain.
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Ozet

Dyke-Davidoff Masson Sendromu (DDMS) nobetler, fasiyal asimetri ve kontralateral hemiparezi ye da hemipleji ile karakterize nadir gorilen
bir sendromdur. Dyke-Davidoff Masson Sendromu ilk defa 1933 yilinda, serebral hemiatrofi ile birlikte ipsilateral kemik ve siniis hipertrofisi
gibi karakteristik radyolojik bulgularla tanimlanmistir. Dyke-Davidoff Masson Sendromu tanisinin yetiskinlikte koyulmasi oldukga nadirdir. Biz
burada manyetik rezonans goriintileme ile yetiskinlikte tanisi koyulan iki DDMS olgusunu tanimladik.

Anahtar sozciikler: Dyke-Davidoff Masson sendromu; epilepsi; ndbet.

Introduction about this event. He indicated that he felt sleepy for an

hour afterwards. Three years later, another seizure occurred,
Dyke-Davidoff Masson Syndrome (DDMS) is a rare cause of which was similar to the first. The third took place while he
epileptic seizures. The syndrome is characterized by child-
hood onset seizures, facial asymmetry, and contralateral
hemiplegia or hemiparesis. Here we present two cases of

DDMS diagnosed in adulthood.

was sleeping, just before he came to the clinic.

The medical history of the patient included a head trauma
when he was 11 months old and for which he was hospi-
talized for one month. The neurological examination per-
Case Report ) .

formed at presentation revealed left homonymous hemi-

Case 1- The patient was a 54-year-old man who presented anopia; the patient indicated that the condition had been

at the hospital as a result of experiencing 3 generalized ton-
ic seizures. His wife reported that the first had occurred 4
years earlier; while the patient was having breakfast, hesud-
denly had tonic convulsions, fell down, and lost conscious-
ness for about 2 minutes. He could not remember anything

present since childhood.

His blood count, renal and liver function tests, erythrocyte
sedimentation rate, serum level of vitamin B12, and thyroid
function tests were within normal limits. Electroencepha-
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logram was normal. Magnetic resonance image (MRI) of
the brain revealed atrophy in right cerebral hemisphere,
encephalomalacia, and increased volume of sinuses and
the calvaria (Fig. 1). A diagnosis of DDMS was made. A hear-
ing test performed by an otologist was normal.The patient
scored 107 on an intelligence quotient test, so he was evalu-
ated as of normal intelligence. The results of an ophtalmo-

logical examination were compatible with corti- calblind-
ness. He was treated with levetiracetam at a dose of 1000
mg/day and discharged from the hospital.

Case 2- A 38-year-old man presented with a 25-year history
of generalized tonic clonic seizures. According to his wife,
most of the seizures last approximately 10 to 15 minutes

Fig. 1. Axial FLAIR image shows unilateral thickening of the skull vault bones,
enlargement of the frontal sinus, unilateral atrophy of the right cerebral
hemisphere and right parietooccipital encephalomalacia, gliotic areas in

subcortical regions.

Fig.2. Axial FLAIR image shows atrophy in right cerebral hemisphere, encepha-
lomalasia and extraaxial lesions (dural calcifications) on both frontal area.
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with 30 minutes of postictal confusion. Hisseizureshadbe-
come more frequent, occurring 2 to 3 times a day for the
year prior, mostly due to his irregular use of multiple anti-
epilectics and untreated urinary infections.

The medical history of the patient included meningitis and
hospitalization for a month when he was 2 years old, as well
as a head trauma when he was 8 after a bicycle accident. He
could not learn to read or write.

His renal and liver function tests, serum level of vitamin B12,
and thyroid function tests were within normal limits. He
had leukocytosis with a high C-reactive protein level and
erythrocyte sedimentation rate. Urinalysis revealed a uri-
nary tract infection. Electroencephalogram results reported
generalized sharp and spike wave activity on bilateral, dif-
fuse 5-6 Hz theta waves. MRI of the brain revealed atrophy
in right cerebral hemisphere, encephalomalacia, and extra-
axiallesions(dural calcifications) on both frontal areas (Fig. 2).
A diagnosis of DDMS was made. The patient was treated with
the proper dose of antibiotics for his urinary tract infection
and discharged from hospital with valproic acid treatment.

Discussion

DDMS was first described in 1933 with the characteristic ra-
diological features of cerebral hemiatrophy with ipsilateral
hypertrophy of the skull and sinuses." It is an uncommon
condition, diagnosed based on clinical features and com-
puted tomography (CT) or MRI findings. Diagnosis of DDMS
is very rare in adulthood.?># It is thought to be secondary to
cerebral injury in the fetal period or early childhood.® The
brain reaches three-fourths of its adult size by the end of
the third year of life. When it fails to grow properly, theother
structures tend to direct their growth inward; the calvarium
thickens, and the paranasal sinuses and diploic space be-
come enlarged.®® The typical clinical findings are seizures,
hemiplegia or hemiparesis, and facial asymmetry. However,
the clinical picture varies according to the extent of the
brain injury. Mental retardation may or may not bepresent.
6 Seizures may develop months or years after the onset of
hemiparesis.

DDMS may be associated with refractory seizures and the
treatmentshouldfocusoncontroloftheseizureswithanti-
convulsants.”” Multiple anticonvulsants maybe used. If the
seizures are refractory, hemispherectomy may be consid-
ered. Prognosisis better if the onset of hemiparesisis after
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2 years of age and in the absence of prolonged or recurrent
seizures.® Seizures may be focal or generalized. Complex
partial seizures with secondary generalization have also
been reported.””)

Ouir first patient had a head trauma when he was 11 months
old. Only left homonymous hemianopia was found on neu-
rological examination; there was no indication of hemiple-
gia or hemiparesis, facial asymmetry, or mental retardation.
Seizures appeared when he was 50 years old, although
the left homonymous hemianopia had been present since
childhood. He only had three seizures in four years. But
his seizures could turning to refractory epilepsy. This case
is interesting due to the age of diagnosis and mild clinical
findings. The second patient was a more typical DDMS case
with early onset refractory seizures, mental retardation, and
electro-encephalogram findings.

Theradiological differential diagnosis included large middle
cerebral artery (MCA) infarction, Sturge-Weber syndrome,
Rasmussen encephalitis, and hemimegalencephaly."® MCA
infarction is characterized by encephalomalacia in the vas-
cular distribution of MCA and there is a lack of calvarial
changes. Sturge-Weber syndrome is accompanied by ce-
rebral atrophy associated with leptomeningeal angioma.!'!
Although calvarial findings may resemble DDMS, the pres-
ence of a facial port-wine stain, pial angioma, cortical calci-
fication and ipsilateral enlargement of the choroid plexus
are distinguishing features of this syndrome.™ Rasmussen
encephalitis is a chronic, progressive inflammation of the
brain, and a rare cause of intractable seizures!"? Calvarial
changes are absent, and unlike in DDMS, atrophy is cen-
tered in medial temporal lobe."*'¥ Hemimegalencephaly
is a congenital malformation with unilateral enlargement
of the cerebrum."¥ In contrast to DDMS, the smaller hemi-
sphere is normal."!

In conclusion, despite mild clinical findings and late onset
of seizures, DDMS should be considered in adults. Diagnosis
is possible with brain CT or MRI findings in the event of clini-
cal suspicion.
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