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SUMMARY

INFANTILE EPILEPTIC ENCEPHALOPATHY EARLY - SYNDROME OHTAHARA
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The Ohtahara syndrome is a rare epileptic encephalopathy characterized by tonic seizures with onset in the first days
of life and a typical EEG pattern of ,,suppression burst”. The authors present eight patients diagnosed with Ohtahara
syndrome based on electro-clinical aspects. In all cases the neuro-imaging brain exploring showed major structural brain
abnormalities. The antiepileptic medications could not achieve seizures control in any of the children. The prognosis was
poor, 3 patients died in infancy and the rest had severe motor and mental retardation.

PE3IOME

JAETCKAS PAHSSA QIIMJIENTUYECKAS QHIEDAJIOIIATHSA - CAHAPOM OHTAHARA

KurueBblie cinoBa: pedoerox, Ohtahara cunopom, moruueckue npunadxu, 31" mun «63pvieé nOOAGIEeHULY.

Ohtahara cundpom siersiemcst peoKoll INULENMUYEcKoll SHYeDarlonamuey U Xapakmepuszyemes MOHUYECKUMU Cy0o-
Po2amu ¢ HauaioM 6 nepevle OHU JHCU3HU, conposodicoaemcs DI mun wabnoua, ,,63pwie nodasienus”. Aemopol npeo-
Cmagsiom 8ocemsb nayueHmos ¢ ouaznozom curnopom Ohtahara na ocnoee anekmpo-KAUHUYEeCKUX acnekmos. Mzyyenue
MO32a HEeUPOBUIYATUZAYUL 60 6CEX CYUAAX NOKA3ANI0 OCHOBHbIE aHomanus cmpykmyp mozed. ADII ne cmoanu dobumo-
Csl KOHMPOTs HAO npucmynamu. 3 nAyueHma ymepiu 6 MiaoeH4ecmeae, a OCMaibHble 5 UMenu msicenyio nCUXoMomop-
HYIO OMCMAIOCMb.

Introducere. in 1976 Ohtahara a descris encefalopa- derand ca aceste trei sindroame reprezinta trei stadii suc-
tia epileptica precoce cu ,,suppression burst” caracteriza- cesive in maturatia procesului epileptic.
ta prin debut al crizelor in primele zile sau saptamani de Prezentare de caz
viata si pattern EEG caracteristic. Inainte de descriere Autorii prezintd opt pacienti diagnosticati cu sin-
a sindromului de cétre Ohtahara, cazurile similare erau drom Ohtahara in Sectia de Neurologie Pediatrica a
incluse in sindromul West (SW) neonatal sau nu erau Spitalului Clinic de Urgente pentru Copii ,,Sfanta Ma-
diferentiate de alte crize neonatale. Ohtahara a aratat in ria” lasi.
1976 ca unii dintre acesti pacienti pot evolua catre SW si Caracteristicile pacientilor sunt prezentate in tabe-
mai tarziu catre sindrom Lennox-Gastaut (SLG), consi- lul 1.
Tabelul 1
Caracteristicile pacientilor studiati
Nr. Sex Yarsta det?utul}l ! Tipul crizelor la debut Tipul crizelor 1n evolutie Tratamentu.l antiep-
caz crizelor epileptice ’ leptic
1 F a 7-a zi de viata crize tonice axiale i.z olate si crize partiele tonice VPA, PB’.CBZ’
’ in salve in somn si veghe ’ ACHT, vit. B6

crize de hipertonie, cu pri-

5 M | a2-azideviatd | vire fixa, miscari ale MI si crize partiale si SE mixte iIn | ACTH, VPA, PB, vit.

MS de scurti durati salve in special la trezire B6
. . . . N CGTC si SE in flexie, in CBZ, PB, VPA,
3 M | a 18-azideviatd | crize tonice axiale 1n salve salve ACTH., TPM, vit, B6
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4 F ad-azideviata |°° tonche axiale izolate si SE mixte 1n salve la trezire PB, VPA, ACTH, vit.
’ in salve B6
. . crize tonice axiale urmate | CGTC si SE in flexie la tre- PB, VPA, ACTH,
5 F a 21 zi de viata A .
’ de plans zire TPM
. . crize tonice cu devierea . . . N . PB, CZP, ACTH, vit.
6 M | a5-azideviatd GO spre dreapta crize partiale si SE 1n flexie B6
7 | M | primazide viata | <%° “’“‘t‘;egf;cs:cuse s crize tonice si CGTC PB, CZP, VPA,ACTH
8 M a2l zideviatd | crize tonice axiale In salve CGTC PB, CZP, VPA,ACTH

M=masculin; F=feminin; CGTC=crize generalizate tonico-clonice; SE=spasme epileptice; GO=globi oculari;
MI=membre inferioare; MS=membre superioare; VPA=valproat de sodiu, PB=fenobarbital; CZP=clonazepam;

CBZ=carbamazepind; TPM=topiramat.

In toate cazurile datele anamnestice privind evolu-
tia sarcinei §i a nasterii au fost negative.

La toti copii crizele epileptice au debutat din peri-
oada neonatala.

Traseul EEG inregistrat la debutul crizelor a evi-
dentiat in toate cazurile pattern de ,,suppresion burst”.
in evolutie, aspectul EEG s-a modificat fiind inlocuit
de activitate ritmica lentd in 2 cazuri, hipsaritmie tipi-
ca sau atipica 1n 5 cazuri (fig. 1), descarcari generali-
zate de complexe varf-unda si unde lente intr-un caz.

Toti copiii au fost explorati neuroimagistic, aspec-
tele CT-scan cerebral/IRM cerebral evidentiind dife-
rite anomalii cerebrale structurale: displazie corticala

focald (1 caz), displazie corticald focald si agenezie
de corp calos (1 caz), encefalopatie multichistica (1
caz —fig. 2), agenezie de corp calos si atrofie corticala
globala (2 cazuri — fig. 3), porencefalie (2 cazuri — fig.
4), hidrocefalie (1 cazuri — fig. 5).

In toate cazurile bilantul hematologic si biochimic
sanguin a fost in parametri normali.

Medicatia antiepileptica in politerapie nu a reu-
sit sd controleze crizele la nici unul dintre pacienti.
Prognosticul a fost rezervat, 3 copii au decedat in pe-
rioada de sugar, iar restul au prezentat retard neuro-
psihomotor sever si crize epileptice polimorfe farma-
corezistente.
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Figura 1. Aspectul EEG.
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Figura 2. Caz 7. IRM cerebral (sectiune axiala) —
encefalopatie multichistica: emisfere cerebrale
de volum diminuat, in substanta alba formatiuni
multichistice, marginitd de scoarta cerebrala liniard,
ventriculi laterali largiti asimetrici.

Figura 4. Caz 4. CT-scan cerebral (sectiune axiala):
cavitate porencefalica in teritoriul cortical al arterei
cerebrale mijlocii stangi.

Discutii

Sindromul Ohtahara este o forma rara de epilep-
sie cu debut precoce si prognostic rezervat. Clinic se
caracterizeaza prin prezenta spasmelor tonice scurte
cu duratd de 1-10 secunde ce apar atat in veghe cat si
in somn, in general in salve [1]. Diagnosticul sindro-
mului Ohtahara nu este dificil de precizat in prezenta
patternu-lui EEG specific reprezentat de ,,suppression
burst” caracterizat prin bufee de unde lente si varfuri
de amplitudine crescuta cu duratd de 1-3 secunde se-
parate de perioade de atenuare marcatd a activitatii
electrice [1,2].

Toti pacientii studiati au indeplinit toate criteriile
electro-clinice de diagnostic a sindromului Ohtahara.

Yamatogi si Ohtahara au remarcat ca modificari-
le EEG tipice de ,,suppression burst” pot evolua ca-
tre hipsaritmie In jurul varstei de 3-6 luni si ulterior,
la varsta de aproximativ 1 an, pot sa apard descarcari
generalizate de complexe varf-unda lenta [1]. La paci-
entii nostri in perioada neonatala aspectul EEG a fost
tipic, de ,,suppression burst”. Dupa perioada neonata-
12 1a 2 copii aspectul EEG a fost de activitate ritmica
lentd, 1n 5 cazuri a evoluat cétre hipsaritmie tipica sau
atipica, iar Intr-un caz a evidentiat descarcdri genera-
lizate de complexe varf-unda si unde lente.
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Figura 3. Caz 1. CT-scan —cerebral (sectiune axiald):
agenezie de corp calos §i atrofie corticald
[fronto-parieto-temporald bilaterala.

Figura 5. Caz 5. CT-scan cerebral (sectiune axiala): hi-
drocefalie interna si externd supratentoriald pasiva cu
aspect malformativ cu hipoplazia emisferelor cerebrale.

Etiologia sindromului Ohtahara este heterogena,
substratul neuropatogenic fiind reprezentat prevalent
de malformatii cerebrale structurale. Examenele neu-
roimagistice evidentiaza frecvent anomalii structurale
ca porencefalie, hemimegalencefalie, sindrom Aicar-
di, agenezie de corp calos sau atrofie cerebrala [1,2].
In studiul nostru la toti pacientii examenul neuroima-
gistic a evidentiat leziuni cerebrale majore.

Eficacitatea medicatiei antiepileptice (MAE) este
limitata la pacientii cu encefalopatie epileptica cu de-
but precoce cu ,,suppresion burst”. Cele mai utilizate
antiepileptice sunt corticosteroizii, benzodiazepinele,
valproatul de sodiu si piridoxina, dar rezultatele sunt
descurajante. Recent vigabatrinul a fost raportat ca
medicament de prima intentie in sindromul Ohtahara
[2]. Toti copiii urmariti au primit medicatie antiepilep-
tica In politerapie, in diverse scheme, fara a se obtine
controlul crizelor.

Prognosticul encefalopatiei epileptice cu debut
precoce cu ,,suppresion burst” este rezervat, crizele
epileptice nefiind controlate de MAE [3]. Unele cazuri
evolueaza spre alte encefalopatii epileptice dependen-
te de varsta ca sindromul West si sindromul Lennox-
Gastaut [4,5]. Yamatogi si Ohtahara au raportat ca
75% dintre pacientii cu sindrom Ohtahara studiati au
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PROBLEME ORGANIZATORICE iIN ACORDAREA ASISTENTEI MEDICALE
GRAVIDELOR SI GINECOPATILOR
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SUMMARY

ACTIVITY RESULTS IN WOMEN HEALTH POLICLINIC OF REPUBLICAN PERINATAL CENTER

Key words: women health policlinic, perinatal center, results of activity, care of pregnant women and gyneco-
logical patients.

The aim. Women health policlinic from Republican Perinatal Center, represents the most important chain in medi-
cal asistance of pregnant and gynaecological women in Republic of Moldova.

Material and methods. The collected for the period of 2010-2011 data were statistically analyzed. The perinatal
and mathernal mortality and a high level of morbidity of women and newborns reflect the necessity to improve the
indications and period of hospitalization at the 2nd and 3rd medical levels. The specialised medical asistance require
periodic review and discussion of complicated clinical cases, the organisation of thematic courses of current issues and
providing medical asistance of mothers and children.

Rezults. The results show statistically significant improvement of perinatal center activity.

Conclusions. /¢ is necessary an effective colaboration between obstetricians and family physicians, the diagnosis of
congenital anomalies and in utero pathology and the treatment of extragenital diseases in order to improve the medical
asistance in obstetrics and gynecology. The family planification has an important role in avoiding of complications in
pregnancy, gynecological diseases and prophylaxis of miscarriage.
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