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avtorTa sayuradRebod!

redaqciaSi statiis warmodgenisas saWiroa davicvaT Semdegi wesebi:

 1. statia unda warmoadginoT 2 calad,  rusul an inglisur enebze, dabeWdili 
standartuli furclis 1 gverdze,  3 sm siganis marcxena velisa da striqonebs 
Soris 1,5 intervalis dacviT. gamoyenebuli kompiuteruli Srifti rusul da ing-
lisurenovan teqstebSi - Times New Roman (Кириллица), xolo qarTulenovan teqstSi 
saWiroa gamoviyenoT AcadNusx. Sriftis zoma – 12. statias Tan unda axldes CD 
statiiT. 
 2. statiis moculoba ar unda Seadgendes 10 gverdze naklebs da 20 gverdze mets 
literaturis siis da reziumeebis (inglisur, rusul da qarTul enebze) CaTvliT.
 3. statiaSi saWiroa gaSuqdes: sakiTxis aqtualoba; kvlevis mizani; sakvlevi 
masala da gamoyenebuli meTodebi; miRebuli Sedegebi da maTi gansja. eqsperimen-
tuli xasiaTis statiebis warmodgenisas avtorebma unda miuTiTon saeqsperimento 
cxovelebis saxeoba da raodenoba; gautkivarebisa da daZinebis meTodebi (mwvave 
cdebis pirobebSi).
 4. statias Tan unda axldes reziume inglisur, rusul da qarTul enebze 
aranakleb naxevari gverdis moculobisa (saTauris, avtorebis, dawesebulebis 
miTiTebiT da unda Seicavdes Semdeg ganyofilebebs: mizani, masala da meTodebi, 
Sedegebi da daskvnebi; teqstualuri nawili ar unda iyos 15 striqonze naklebi) 
da sakvanZo sityvebis CamonaTvali (key words).
 5. cxrilebi saWiroa warmoadginoT nabeWdi saxiT. yvela cifruli, Sema-
jamebeli da procentuli monacemebi unda Seesabamebodes teqstSi moyvanils. 
 6. fotosuraTebi unda iyos kontrastuli; suraTebi, naxazebi, diagramebi 
- dasaTaurebuli, danomrili da saTanado adgilas Casmuli. rentgenogramebis 
fotoaslebi warmoadgineT pozitiuri gamosaxulebiT tiff formatSi. mikrofoto-
suraTebis warwerebSi saWiroa miuTiToT okularis an obieqtivis saSualebiT 
gadidebis xarisxi, anaTalebis SeRebvis an impregnaciis meTodi da aRniSnoT su-
raTis zeda da qveda nawilebi.
 7. samamulo avtorebis gvarebi statiaSi aRiniSneba inicialebis TandarTviT, 
ucxourisa – ucxouri transkripciiT.
 8. statias Tan unda axldes avtoris mier gamoyenebuli samamulo da ucxo-
uri Sromebis bibliografiuli sia (bolo 5-8 wlis siRrmiT). anbanuri wyobiT 
warmodgenil bibliografiul siaSi miuTiTeT jer samamulo, Semdeg ucxoeli 
avtorebi (gvari, inicialebi, statiis saTauri, Jurnalis dasaxeleba, gamocemis 
adgili, weli, Jurnalis #, pirveli da bolo gverdebi). monografiis SemTxvevaSi 
miuTiTeT gamocemis weli, adgili da gverdebis saerTo raodenoba. teqstSi 
kvadratul fCxilebSi unda miuTiToT avtoris Sesabamisi N literaturis siis 
mixedviT. mizanSewonilia, rom citirebuli wyaroebis umetesi nawili iyos 5-6 
wlis siRrmis.
 9. statias Tan unda axldes: a) dawesebulebis an samecniero xelmZRvane-
lis wardgineba, damowmebuli xelmoweriTa da beWdiT; b) dargis specialistis 
damowmebuli recenzia, romelSic miTiTebuli iqneba sakiTxis aqtualoba, masalis 
sakmaoba, meTodis sandooba, Sedegebis samecniero-praqtikuli mniSvneloba.
 10. statiis bolos saWiroa yvela avtoris xelmowera, romelTa raodenoba 
ar unda aRematebodes 5-s.
 11. redaqcia itovebs uflebas Seasworos statia. teqstze muSaoba da Se-
jereba xdeba saavtoro originalis mixedviT.
 12. dauSvebelia redaqciaSi iseTi statiis wardgena, romelic dasabeWdad 
wardgenili iyo sxva redaqciaSi an gamoqveynebuli iyo sxva gamocemebSi.

aRniSnuli wesebis darRvevis SemTxvevaSi statiebi ar ganixileba.
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Abstract.
Introduction: In sub-Saharan Africa (SSA), the etiological 

factors of epilepsy are multiple and phacomatoses, in particular 
Sturge weber's disease, are rarely reported due to under-
medicalization and insufficient multidisciplinary care.

Patient and Methods: We carried out a retrospective study of 
216 patients hospitalized for recurrent epileptic seizures between 
2015 and 2022 in the neurology and pediatrics department of 
the University Hospital Center of Conakry, among whom eight 
(8) patients were identified for Sturge Weber's disease in order 
to reassess this pathology from a clinical and paraclinical point 
of view in a tropical environment.

Results: Sturge Weber's disease was retained in eight (8) on the 
presence of symptomatic partial epileptic seizures (age 6 months 
to 14 years) with frequency of status epilepticus, homonymous 
lateral hemiparesis linked to occipital involvement, piriform 
calcifications on imaging and ocular disorders.

The delay in consultation and medical care revealed severe 
mental deterioration in our patients.

Conclusion: this study shows a stereotyped clinical picture 
in a context of aggravation of signs related to a delay in 
multidisciplinary management.

These results are important for the diagnostic, therapeutic and 
prognostic discussion.

Key words. Sturge weber disease, Conakry-Guinea.
Introduction.

In Guinea, the existence of a study project on epilepsy in 
collaboration with Harvard Medical school [1-5] focused on 
the clinical and paraclinical evaluation and the management of 
epileptics allows the identification of the various clinical and 
therapeutic aspects of epilepsy. Thus, provider of recurrent 
epileptic seizures with more or less severe mental deterioration, 
neuro-ectodermoses, in particular Sturge Weber Krabe disease 
and Bonneville tuberous sclerosis, are classified among the most 
neglected and misunderstood orphan diseases in the tropics.

The existence of neurological manifestations in the form of 
partial motor epilepsies involving the hemi body opposite to the 
facial angioma, sometimes secondarily generalized, associated 
with progressive mental deterioration, expression of Sturge 
Weber's disease, is now a well-established fact since the initial 
publications. from [6-8] and recent ones [9-13] and by many 
revisited series [14,15].

The recent introduction of cerebral computed tomography 
and magnetic resonance imaging, the development of 
electroencephalography techniques have enabled a better 
diagnostic approach to phacomatosis, in particular Sturge 
Weber's disease, which occurs in populations of all ethnic 
and geographical origins with an incidence of 1 in 10,000 to 
20,000 births in the general population [16]. The interest of this 
work lies in the fact that these observations clearly illustrate 
Sturge Weber's disease, a little-known condition in Sub-
Saharan Africa, as evidenced by the scarcity of publications 
in the literature and the diagnostic difficulty it entails with 
the conditions, neurodegenerative disorders with epileptic 
connotations, in particular Klippel Trenaunay syndrome, Parkes 
Weber syndrome.
Material and Methods.

The eight (8) patients (5 boys and 3 girls) were observed between 
January 1, 2015, and December 31, 2022, in the neurology and 
pediatrics departments, the only centers in the country equipped 
to treat patients suffering from neurological pathologies such 
as epilepsies, infirmities of cerebral origin, neurodegenerative 
diseases of the nervous system, demyelinating diseases, neuro-
infections and cerebrovascular accidents.

All patients underwent a systematic neurological examination 
by a neurologist and a specialized psychiatrist: history of the 
disease with precise description of the seizures, family history 
in the history with research of the relatives or those suffering 
from illnesses associated with the comitiality, medical history 
of the patient, gestational and neonatal history, and neonatal 
central nervous system trauma.

The inclusion criteria were based on those dictated by Bachur 
et al. [17], Bodensteiner et al. [18] on the basis of focal seizures 
and neurological deficit: EEG (EEG, NIPPON Neurofax, Japan) 
with slow wave spikes in one hemisphere with unilateral onset 
of epilepsy which may be secondarily generalized MRI/CT (CT 
Scanners 16-slice-spinal Toshiba United States) pear-shaped 
calcifications in the parieto-occipital cortex, Angioinsent 
calcification in T1, Hyper signal in T2 flair MRI (MRI scanners 
,1.5T SIGNA- UNITED STATES) Progressive cortical parieto-
occipital hemiatrophy.

All the patients benefited from a paraclinical examination 
and according to the semiological Oto-Rhino-Laryngological 
presentation (Laryngoscope FNL-10 RP3, PENTAX France), 
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exploration with an audiogram (Audiogram AD629 b, French 
interacoustic) and ophthalmological (ophthalmoscope IECLR6, 
3000 HEINE mini, Germany) examination with fundus and 
visual acuity.

All patients underwent a series of complementary examinations 
(Auto Hematology Analyzer 5, BK-6310 Biotase Germany), 
including CBC, ESR, fasting blood glucose, 24-hour proteinuria, 
ionogram, serum calcium, serum phosphorus, transaminase 
SGPT and SGOT, CPK, CRP. Analysis of cerebrospinal fluid by 
lumbar puncture performed in all patients allowed cytological 
and biochemical evaluation: proteinorachia, glycorachia and 
chlorurachia (Compact immunoanalysis machine Mimi VIDAS, 
BIOMERIEUX, France).

Viral studies were carried out using PCR tests: HSV1/2, 
VZB, EBV, CMV and enteroviruses to exclude viral 
meningoencephalitis frequent in tropical environments.

Neuroradiological examinations, in particular MRI, were 
carried out in six patients with sequences in T1 and T2 in the 
axial and frontal planes and cerebral computed tomography in 
two patients.

During hospitalization, two electroencephalography tracings 
were performed in all patients on admission and on discharge. 
The electroencephalogram was performed in all patients and the 
graphs were classified into 3 types:
Type I:

- EEG with dominance of topography alpha rhythms parieto-
occipital whose amplitude is greater than 40 μvolts without 
pathological rhythm.

- EEG with predominance of alpha rhythms of small amplitudes 
up to 25 μ volts with a tendency to flattening.
Type II:

- EEG without dominance proper with the existence of irregular 
alpha rhythms without the presence of pathological waves.

- EEG with theta rhythms of 4 to 6 cycles/second especially of 
low amplitude temporo-parietal topography of 30 to 40 μ volts, 
isolated or sometimes grouped in the form of paroxysmal bursts.
Type III:

- EEG with theta and delta rhythms showing abnormal figures.
- EEG with slowing of alpha rhythms associated with bursts of 

theta and delta waves.

Results.
The study population includes 8 patients (5 boys and 3 girls 

aged 2 to 11 years) (table I). The duration of the first visit to the 
hospital varied from 2 to 4 years and all the patients came from 
rural areas and had all consulted in traditional medicine and the 
failure of this treatment and the appearance of status epilepticus 
signals in 5 patients were the reason first consultations in neurology 
because of worsening cognitive functions. In 3 cases, a notion of 
epileptic affection was noted in the parents. The analysis of the 
results of this study focused on the clinical (Table I), biological, 
neuroradiological and electrophysiological (Table II) data.

This table highlights under the seniority heading that the onset 
of seizures does not correspond at all to the first consultations 
in neurology due essentially to socio-cultural conceptions of 
epilepsy in Africa. The analysis of the complaints noted the 
presence in his patients of chronic pseudo-migraine headaches 
with sometimes cephalalgic paroxysms in 4 patients Table I 
(patient: 3,4,7,8).
Image Data.

Imaging ccerebral examination showed abnormalities 
homolateral to the facial angioma with the presence of 
calcifications appearing hypo intense in T1 and hyper intense in 
T2. Figures (4,5,6,7,8,9).
Electro-Encephalographic Data.

The analysis of the bioelectric activity of the brain in this 
patient highlighted encephalographic tracings of type II in two 
cases and 6 in three cases considered almost all epileptogenic.

In 2 cases aedelirium observed, stage fright they showed a 
Dissymmetric hypersynchronous load on all derivates.
Discussion.

This study reports eight cases of Sturge weber's disease 
revealed by epileptic seizures, diagnosed at the University 
Hospital of Conakry.

These are all presumed certain cases whose diagnosis has been 
made in the neurology and neuropediatric departments of the 
University Hospital of Conakry.Figure 1. Left proptosis due to dilation of the ophthalmic vein and peri 

palpebral skin angioma.

Figure 2. Facial angioma associated with left glaucoma.
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NOT LCR IMAGING EEG/TYPE
Cyt Pro CT Scanner MRI Skull x-ray I II III

1 2 0.10

Giriform 
calcification 
Oculomotor palsy
Atrophy

- - - III III

2 3 0.15 - Right occipito-parietal 
hyperintensities - - II -

3 3 0.12 -
Hypersignals
Bilateral occipito-parieto---
right temporal

Rail vermicular 
calcification - III III

4 1 0.11 - Right occipital 
hyperintensities - - III III

5 2 0.10 -
Occipito-parietal 
hyperintensities associated 
with atrophy

- - III III

6 2 0.60 - Parieto-occipital 
hyperintensity - - III III

7 3 0.15 - Rail vermicular 
calcification - III III

8 2 0.15 - Parieto-occipital 
hyperintensity - - II -

Table 2. Paraclinical characteristics in eight patients suffering from Sturge Weber.

Cys: Cytology; Pro: protein; EEG: electroencephalogram, LCR: cerebrospinal fluid

No. Gender/ Age AF/L Type of seizures Seniority Exam
Ophthalmologist Det. Is lying Background Neurological 

Manifestations

1 M/2 years AFD Left partial motor 
seizures 4 months - Incessant crying -

2 M/6yrs AFG Tonic seizures Four years Retinal 
detachment Mental deterioration Right hemiparesis

3 F/12 years old AFG
Secondarily 
generalized Jacksonian 
Bravais seizures

8 years Enlargement
eye-ball

epileptic dementia 
stigma

Right lateral homonymous 
hemianopsia
Hemiparesis

4 M/7yrs AFD Generalized tonic-
clonic seizures 3 years Glaucoma Mental retardation Hemiparesis

Pseudo migraine headache

5 F/6yrs AFD Left partial motor 
seizures 4 years -

Recurrent 
psychomotor 
agitation

Left hemiparesis

6 M/5yrs AFG

Right 
hemigeneralized 
seizures - frequent 
MAL state

3 years - Incessant fears

7 F/8 years AFD
Right partial motor 
seizures STATE OF 
MAL

5 years Glaucoma Severe mental 
retardation

Left hemiparesis and Right 
pseudo migraine headache

8 M/11 years old AFD
Secondarily 
generalized left 
partial seizures

7 years Choroidal 
angioma Mental retardation

Lateral homonymous 
hemianopsia
Right pseudo migraine 
headache

Table 1. Clinical characteristics of the eight (8) patients observed.

M= male, F= female, AFD/AFG= right/left facial angioma. Ex oph: ophthalmology examination, Ment Det : Mental Deterioration.
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Figure 3. Unilateral gingival hyperplasia.

Figure 4. Cerebral CT without injection which highlights spontaneous 
subcortical hyper density around the left lateral ventricle.

The existence of epileptic manifestations in the form of focal 
motor seizures of the hemibody opposite the facial angioma, 
generalized tonic-clonic seizures alternating with facial seizures 
is a well-established fact since the old publications of [6,18] and 
recent [20,21]. This frequency varies from 75 to 90% of cases 
and it appears most often between 3 and 6 months and rarely 
after 14 years according to most authors [17,19].

In our series, the first therapeutic link goes through traditional 
medicine because of the socio-cultural conceptions that surround 
epileptic seizures resorting to "talisma" and other healers using 
Koranic writings in their practices [1-4] explaining the delays 
of consultation.

In general, the clinical pictures of epilepsy observed in this 
study do not fundamentally differ from those described in 
the literature [19-24] with two severe semiological entities: 

Figure 5. CTcerebralwith injection which highlights hyper density of 
the choroid plexus and thickening of the tentorium of the cerebellum 
with bilateral calcification of the basal ganglia.

Figure 6. MRI cerebral sequence T2 axial slice which shows a right 
temporo-occipital hypersignal with widening of the cortical furrows 
and arachnoid spaces.

Figure 7. Cerebral MRI sequence T2 FLAIR: Left hemi-cerebral 
atrophy with cortical calcifications and compensatory hypertrophy of 
the frontal diploe.
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Figure 8A. Cerebral MRI sequence T2: Hemileft cerebral atrophy with 
compatible cortical calcifications at the Sturge Weber's disease.

Figure 8B. Brain MRI: sagittal section in T1Left hemi-cerebral 
atrophy with cortical calcifications and compensatory hypertrophy of 
the diploe in compatible frontal at the Sturge Weber's disease.

Figure 9A. The EEG shows rare paroxysmal abnormalities in the type of slow spikes and numerous sequences of diffuse delta theta slow waves 
testifying to cerebral suffering compatible with type II.
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Figure 9B. EEG shows generalized short bursts of slow spikes separated by low amplitude tracing intervals as well as slow delta theta waves 
suggesting diffuse cerebral pain compatible with type II.

Figure 10. Type III wake-up EEG trace performed, showing a slow monophasic, rhythmic background interspersed with bursts of generalized 
spike-waves compatible at an EMI.
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Figure 11. Type III Awake EEG of an 8-year-old child, showing prolonged discharge of bi-frontal spikes-waves, temporally diffusing, rhythmic 
compatible at an EMI.

high frequency of epilepticus and progressive severe mental 
deterioration due to insufficient multidisciplinary management.

This state of evil often presents itself in the form of confusional 
syndrome of brutal installation with alternation of phases 
where the patient seems dazed, haggard, automatisms with 
motor signs, clones of the chin of the labial commissures and 
extremities with tonic deviation of the head and eyes, this type 
of confusional status was observed in two (2) patients when they 
stopped treatment based on sodium valproate, phenobarbital 
and carbamazepine, the only antiepileptic available in Guinea.

In all cases, these paroxysmal states in this condition are 
associated with other abnormalities making the diagnosis 
of Sturge weber's disease easy: "lie de via" facial angioma 
and an ipsilateral angioma of fluctuant deficits such as 
hemiplegia, presence aphasia or hemianopsia, during which 
clinical migraine-like headaches were noted in half of our 
patients (patients 3.4, 7.8). On the pathophysiological level, 
there are no anatomoclic observations in the literature that 
allow discussion of the pathogenetic hypotheses on precise 
anatomical bases of these pseudo migraine headaches with the 
type of paroxysmal hemicrania noted in 30% in the literature 
and 50% in our series. Two hypotheses are usually proposed to 
explain the appearance of these headaches. They would be due 
to a neuronal hypersensitivity, expression of leptomeningeal 
alterations by chronic irritation and on the other hand to a bad 
regulation of the localized blood flow or at a distance from the 
angioma. Other neurological manifestations could also be the 
consequence of repeated epileptic seizures or arterial or venous 
occlusions [17,13].

Ocular manifestations expressed by glaucoma sometimes 
requiring surgical treatment have been reported by the authors 
[25,13] and oral manifestations have been listed in other series 

[26]. In the literature [25,13] glaucoma with a prevalence rate 
of 30 to 70% is linked to an anterior chamber malformation, 
high episcleral venous pressure (EVP) and changes in ocular 
hemodynamics [25,13].

Neuroradiological data, in particular computed tomography, 
reveals cortical calcifications early on [27,28] and on MRI 
the calcifications appear hypointense on T1 and hyperintense, 
particularly on echogradient T2 [29,30]. Cerebral bioelectric 
activity almost shows disturbances with abnormalities focused 
on the side of the unilateral or bilateral facial angioma and can 
appear spontaneously or during hyperpnea (Figures 1 and 2). 
In general, the differential diagnosis of Sturge Weber's disease 
is posed with Klippel Trenaunay syndrome [31], Parkes-
Weber syndrome, Wyburn-Mason syndrome [32], Nova 
syndrome [33]. , hemangioma syndrome [34] and Rendu-Osler 
Weber syndrome [35]. and presence of visceral involvement. 
Klippel Trenaunay syndrome associates a complex congenital 
malformation: angioma in the limbs, venous malformations, 
and soft tissue hypertrophy. Diagnostic difficulties arise when 
Sturge weber disease is associated with klippel Trenauny 
syndrome as reported in the work of Kentab AY et al. [36] and 
J Second et al.[37].
Conclusion.

This study of 8 cases of Sturge Weber's disease revealed 
by polymorphic epileptic seizures shows the presence and 
persistence of this condition in a tropical environment. 
Stereotyped clinical semiology requires its inclusion in the 
multiple etiologies of epilepsies in Africa and raises the issue of 
multidisciplinary management of this condition.
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