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K CBEAEHHUIO ABTOPOB!
[Ipu HampaBIEeHUY CTAaTbH B PEAAKITUIO HEOOXOIUMO COOIONATh CISAYIONINE TIPABHIIIA;

1. CraTps nomkHa OBITH IPEJCTaBICHA B IBYX SK3EMIUIIPAX, HA PYCCKOM HMJIM aHTITUHACKOM SI3bI-
Kax, HaTrleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OIHOI CTOPOHE CTAHIAPTHOIO JIUCTA € INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBII WPUQT U1 TEKCTa Ha PYCCKOM U
aHnuickoM s3bikax - Times New Roman (Kupuiuna), 115 TeKcTa Ha TPy3UHCKOM S3BIKE CIIEAYeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykonrcu, HaneyaTaHHOW Ha KOMITBIOTEPE, JTODKEH
o5ITh IprtoskeH CD co crarbeit.

2. Pa3Mep craTbu TOTKEH OBITH HE MEHEe NeCsTH 1 He OoJiee 1BaALATH CTPAHUI] MAITHOIINCH,
BKJIIOYAsl yKa3areJlb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPYy3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIICHBI AKTyaIbHOCTh JAHHOTO MaTepHalla, METOIBI U PE3YIIbTaThI
UCCIIeIOBaHUs U X 00CYyKACHHE.

[Ipu npencTaBiIeHNHN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJMYECTBO SKCIIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIINECS METOABl 00e300MMBaHUS U
YCBHIJICHHUS (B XOJI€ OCTPBIX OIIBITOB).

4. K crarbe JOIKHBI OBITH MIPUIIOMKEHBI KpaTKoe (Ha MOJICTPAaHUIIBI) Pe3OMe Ha aHIIIUICKOM,
PYCCKOM M IT'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIELYOLINE pa3aesbl: Liedb UCCIeI0BaHNs, MaTepHual U
METOJIBI, PE3YJILTATHI M 3aKIIFOUSHHE) U CIIUCOK KITtoueBBIX cioB (key words).

5. Tabnunp! HEOOXOIUMO NPENCTABIATE B Ie4aTHOH hopme. DoTokonuu He npuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLIEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOJKHBI OBITH 03aryIaBIICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (POTOKOIHHU C PEHTTEHOTPAMM - B IO3UTUBHOM
n300paxeHuH. PUCYyHKH, yepTeXu U IuarpaMmbl clIeoyeT 03ariaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff opmare.

B noanucsix k MukpogotorpadgusaM cieayeT yKa3plBaTh CTEICHb yBEIMUCHUS Yepe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIIPETHALIMH CPE30B.

7. ®aMUIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJAATCS B OPUTHHAIBHON TPAHCKPUIILIUH.

8. I[Ipu opopmnennu u HampaBneHun crared B xypHanm MHI mpocum aBTOpOB cobmronars
NpaBUIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSIX K PYKOMHUCSM, IPEACTABISIEMBIM B OMOMEIUIIMHCKHUE
JKypHAJIbD», TPUHATHIX MeXIyHapOAHBIM KOMHUTETOM PEIAaKTOPOB MEAMLMHCKUX KYpHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIIe Kax 101 OPUTHHATIBHOM CTaThU MPUBOAUTCA OnOIHOrpadguyeckuii cnucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPBbIE UMEIOTCS CCBUIKU B TeKcTe. CIHUCOK COCTaBIAETCs B
andaBUTHOM MOpsAKe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK NPUBOAUTCS Ha sI3bIKE OpUrMHaia. B
CIMCKE JINTEPATyPhl CHavYajia IPUBOIATCS PabOThI, HAMCAHHBIE 3HAKaMU TPY3MHCKOTO andaBuTa, 3aTeM
Kupwuien u naruHuneidl. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTAaTbH JAIOTCS B KBaIpPaTHBIX
CKOOKax B BUJI€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmH-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 3a IMOCTIEAHNUE S5-7 JIET.

9. ns momydeHus MpaBa Ha MyONMKAIMIO CTaThs OJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJCHUS BU3Y U CONPOBOIUTEIHHOE OTHOLLICHNUE, HAIMCAHHBIC WJIM HAlledaTaHHbIE Ha OJIaHKe
Y 3aBEPEHHBIE MOJIHCHIO U NIEYATHIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBHIO MPUBEAEHBI UX
(amMuInM, UIMEHa U OTYECTBA, YKa3aHbl CIIy>KeOHBIN M AOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble koopAuHaThl. KomuuecTBo aBTOPOB (COABTOPOB) HE NOHKHO MPEBBIMIATH IISATH YEJIOBEK.

11. Penakuus ocraBisiet 3a cO00i MpaBo COKpaIaTh ¥ HCIPaBIATh cTarhi. Koppekrypa aBropam
HE BBICBUIAETCS, BCS paboTa U CBEpKa IPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HemomycTuMoO HampaBiieHHE B pelaklMIo padoT, MpeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeNbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX U3JAHUSX.

Hpﬂ HApYHNIEHUH YKa3aHHBIX IPABUJI CTATbU HE PAaCCMAaTPUBAIOTCH.
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Please note, materials submitted to the Editorial Office Staff are supposed to meet the following requirements:
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not sent out to the authors. The entire editorial and collation work is performed according to the author’s
original text.

12. Sending in the works that have already been assigned to the press by other Editorial Staffs or
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Articles that Fail to Meet the Aforementioned
Requirements are not Assigned to be Reviewed.
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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].
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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 IECLRG6,
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 pvolts without
pathological rhythm.

- EEG with predominance of alpha rhythms of small amplitudes
up to 25 p 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 p 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.

Figure 1. Left proptosis due to dilation of the ophthalmic vein and peri
palpebral skin angioma.
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Figure 2. Facial angioma associated with left glaucoma.

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

No. |Gender/ Age

1 M/2 years

2 M/6yrs

3 F/12 years old
4 M/7yrs

5 F/6yrs

6 M/5yrs

7 F/8 years

AF/L

AFD

AFG

AFG

AFD

AFD

AFG

AFD

8 M/11 years old AFD

Type of seizures Seniorit Exam

P Y Ophthalmologist
Le_ft partial motor 4 months -
seizures
Tonic seizures Four years Retinal

Y detachment
Secondfmly . Enlargement
generalized Jacksonian |8 years
o eye-ball
Bravais seizures
Generalized tonic-
L 3 years Glaucoma

clonic seizures
Left partial motor

. 4 years -
seizures
Right
hemigeneralized

. 3 years -
seizures - frequent
MAL state
Right partial motor
seizures STATE OF |5 years Glaucoma
MAL
Second?lrlly Choroidal
generalized left 7 years .

angioma

partial seizures

Det. Is lying

Incessant crying

Mental deterioration

epileptic dementia
stigma

Mental retardation

Recurrent
psychomotor
agitation

Incessant fears

Severe mental
retardation

Mental retardation

Background Neurological
Manifestations

Right hemiparesis

Right lateral homonymous
hemianopsia
Hemiparesis
Hemiparesis
Pseudo migraine headache

Left hemiparesis

Left hemiparesis and Right
pseudo migraine headache

Lateral homonymous
hemianopsia

Right pseudo migraine
headache

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

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

NOT E(y;f
1 2
2 3
3 3
4 1
5 2
6 2
; 3
8 2

Pro

0.10

0.15

0.12

0.11

0.10

0.60

0.15

0.15

IMAGING

CT Scanner
Giriform
calcification
Oculomotor palsy
Atrophy

EEG/TYPE
MRI Skull x-ray I II I
- - I I
Right occipito-parietal ) I )
hyperintensities
Hypersignals . .
Bilateral occipito-parieto--- Rallivem.ncular - I m
. calcification
right temporal
Right .occ1p1.tgl i ) i I
hyperintensities
Occipito-parietal
hyperintensities associated - - 111 I
with atrophy
Parlet.o-ocm'pltal i ) I "
hyperintensity
i Rall‘vem‘ncular ) I 1
calcification
Parieto-occipital I

hyperintensity

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

© GMN
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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 3. Unilateral gingival hyperplasia.

\GLS s:alc‘{i-rl'..g;-,s CONAIJ

Figure 4. Cerebral CT without injection which highlights spontaneous
subcortical hyper density around the left lateral ventricle.
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Figure 5. Clcerebralwith 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.

7

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 8B. Brain MRI: sagittal section in TlLeft hemi-cerebral
Figure 84. Cerebral MRI sequence T2: Hemileft cerebral atrophy with atrophy with cortical calcifications and compensatory hypertrophy of
compatible cortical calcifications at the Sturge Weber's disease. the diploe in compatible frontal at the Sturge Weber's disease.
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testifying to cerebral suffering compatible with type II.
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Figure 11. Type Il 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

© GMN

[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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