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KIIMHUYECKUE [NPOABJTEHHUA U 110BOP
MPOTUBOCYJIOPOXHOM TEPAIIUHU Y BOJIbHBIX JTETEM
C ®PAKOMATO3AMU

B.B. ’Kuxapesa, E.b. Mapuenwok, K.FO. boromo.sen
MunucreperBo 3apaBooxpanenust Keiproizckoit Pecny6muku
Hanumonaneneiii  Llentp Oxpanbl MatepuncTtBa u Jlerctsa
Kadenpa daxynprerckoit neguarpuu
bumkek, Keipreizckas Pecny6nuka

Pe3rome. Ha ocHoBe msyuenwmii 120 ucropuii 6one3Hn ObUTO BBIsBICHO 10 ciydyaeB 3a0o0JeBaHUI NeTel ¢ HEHPOKOKHBIM
CHHIPOMOM. bBBUI IpOBeeH aHaIM3 Xapakrepa IPUMIAIKOB, (OPMBI SIHICTICHH y OOJIBHBIX AeTel. boabHBIM mpoBoamIICS
110A00p MPOTUBOAIIIEITHIECKON TEPaiy, B 3aBUCHMOCTH OT (DOPM STMIICTICUH, XapaKkTepa IPHUIaAKoB U n3MeHeHnid Ha D0I.
BbIsiBII€HO, UTO AJIs1 KyIHPOBAHUS CYIOPOXKHBIX ITPUCTYTIOB Y JIeTel C HEHPOKOKHBIM CHHIPOMOM, HEOOXOIMMO JJ00aBIEHHE K
«OCHOBHOMY» TIpeTiapaTy OJHOTO u OoJiee MPOTHBOAMICHTHIECKIX CPEJICTB.

KuroueBble cji0Ba: HEHPOKOKHBIA CHHAPOM, POJUMBIE TISITHA, SITIIICTICHS, NeKTpodHIIepaorpaMma, 1eTH, TPOTUBOCYI0POKHAS
Tepanus.

DAKOMATO3/10P MEHEH OOPYI'AH BAJITAPJIAI'bI
KIMHUKAJIBIK KOPYHYUHITOP '/KAHA TAPAMBIIITBHIH
TbHIPIIYYCYHA KAPUIbI TEPAIIUAHBI TAHA0OO

B.B. ’Kuxapesa, E.b. Mapuenwok, K.FQ. boromosen
Koiprei3 PecniyOnukacbiabia CanaMaTThIKThl CAKTOO MUHUCTPIUTU
Ounenu xaHa bananst Koproo Yinyrtyk bop6opy
®akyabTeTTUK NeAUaTpus Kapeapacel
bumikek, Koiprez Pecnyomukacst

Kopytynay. OopynapJbslH TapbIXTapblH U3WIIOOHYH HETHM3UHAEC HEHPOTEpU CHHIPOMY MEHEH oopyraH 10 0aja aHBIKTaJIIbI.
Oopynyy Oamap/plH TaJIMalapblHbIH MYHO316PYHe, SMHJICIICUIHBIH (hopMaiapblHa Tald00 KYPIry3YIay. DIMUICHCHsIIapbIH
(dbopmanapeiHa, TaaIManapiIblH MYHO3YHe xaHa D3I neru e3repyyepre xapaiia Ociitantapra SIHICICHITa KapIlibl TCPATUSHBI
TaHI00 KYpry3ynny. Heiiporepu curmpomy 6ap Oangapaarkl IpUCTYNTAPAbl TOKTOTYY YUYH “HETM3TH’ TpernapaTka oup xe
aHJaH KOIl AMHIJIETICUSTA KapIIbl KapaKaTTapAbl KOIYY 3apbUTUBLIBITHI Maka 00100py AaJIUIICH U,

Herusru ce3aep: HelipoTepn cHHApPOMY, TyOaca TakTap, SHHJICICHs, 3JIEKTpodHIedanorpaMMa, Oanjaap, TapaMbIIITHIH
TBIPBINIYyCYHa KapIibl Teparusi.

CLINICAL SYMPTOMS AND SELECTING ANTI-CONVUL-
SIVE THERAPY IN CHILDREN WITH PHACOMATOSIS

V.V. Zhikhareva, E.B. Martsenyuk, K.Y. Bogomolets
Ministry of Health of the Kyrgyz Republic
National Center for Maternal and Childhood Welfare
Department of Faculty Paediatrics
Bishkek, the Kyrgyz Republic

Resume. Through making a study of hospital records, there have been 10 cases of Neurocutaneous syndrome revealed in chil-
dren. In the sick children, both the character of fits and the types of epilepsy were analysed. There was some selection of anti-
convulsive therapy made for the young patients depending on types of epilepsy, the character of fits and electroencephalogram
alterations. To take for granted that it is a necessity to add one anti-convulsive preparation or more to the “main” treatment to
stop fits in children with Neurocutaneous syndrome.

Keywords: Neurocutaneous syndrome, birthmarks, epilepsy, electroencephalogram (EEG), children, anti-convulsive therapy.
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AKTYyaJIbHOCTb.
HacnenctBeHHble HEMPOKO)KHBIE CHHIPOMBI
(HKC, @daxomaro3sl) — rpymnmna TreHETHYECKH
JIeTEPMUHUPOBAHHBIX 3a00J€BaHUN C COUETAHHBIM
MOPaXEHUEM HEPBHOW CUCTEMBI M KOXKM, OJHA W3
Hanbosee MHOTOYUCICHHBIX TPYII MOHOTE€HHBIX
6onesneit uenoseka (I'matep E. K., 1997; banssun
B. A., 2001; Hopodeea M. 1O., 2001). [dns
oonpmmHcTBAa  HKC  XapakTepHbl  ayTOCOMHO-
noMUHAaHTHBIE ~ (AJl)  Tum  HacienoBaHus,
BapualOeNbHOCTh  KIMHUYECKUX  INPOSIBICHUH,
MYJIBTHCUCTEMHOE  mopaxeHue. HelpokoxHble
CHUHJpOMBI WK (akomarossl (rped. phakos- msaTHo,
YyeueBHIla) - rpymnmna 3a0ojieBaHUM, MPU KOTOPBIX
HaOMIofaeTcss CcoueTaHWe MOPAXKEHUH HEPBHOM
CHCTEMBl, KOXHBIX IIOKPOBOB M BHYTPEHHHUX
OpPraHoOB, BO3HUKAIOIINX B CBSI3U CO CXOAHBIMU WM
CUHXPOHHBIMM SMOpPHOHANBHBIMU HAPYIICHUSIMH.
B npornecce oHTOreHe3a HepBHas cUCTEMa U KOXKa
pa3BUBAIOTCSI U3 OKTOAEPMBbI, a KpPOBEHOCHbBIE
cocybl U BHYTPEHHUE OpraHbl - U3 Me30/1epMbl. B
CBSI3U C 9TUM (haKOMaTo3bl MOKHO paccMaTpUBaTh
KaK HacJe/ICTBEHHbIE SKTO/IepMaJIbHble AUCILIA3UU.
[Iporpeccupyromniee Teuenne HKC, Bbicokuit
YPOBEHb HMHBAJIWIU3AaLUU OOJIbHBIX, OTCYTCTBUE
3QPEKTUBHBIX METOAOB JIEYEHUs, BBICOKUH PHCK
MOSIBJICHUSI TIOBTOPHBIX CIyyaeB 3a00JeBaHUS B
ceMbe TpeOyIOT 4YETKOH OpraHu3auuu JeyeOHo-
pOoGUIAKTUYECKUX MEPOTIPUITUH, TUCTIAHCEPHOTO
HaOmroZieHMss Kak  npoOaHaa, Tak M €ro
MaJOCUMIITOMHBIX POJACTBEHHUKOB (3uH4YeHko P.
A., 2002; JIucuuenko O. B., 2005; I'murep E. K.,
2006).
Brinensror
4acTO  BCTpEYAOLIUXCA
Helipogubpomaros

HECKOJILKO Hauboee
dopm  dakomaro30B:
Pexnunraysena, TyOe-
PO3HBII CKJIEpO3 (60me3Hb [Tpunrna—
BypueBuis), CUHIPOM [typre—Bebepa
(aH1IEdamodanrarTsHBIHaHTIOMATO3), aTakcusi—
Teneanruodkrazus Jlyun—bap, uepedpoperuHanbHbIi
anruomarosl unmnens-JIlungay.  OnuceiBaloT  H
apyrue  GOpMbI, HE BBIICHSAS B KIMHUYCCKH
CaMOCTOSITeNIbHBIE 3a00IeBaHUs, - TAK Ha3bIBAEMbIC
HenugepenmpoBannbie paxomarossl. Haunbomee
4acTo BcTpeuaercs Heiipodubpomaros. [lopaxenus
HEpPBHOW CHCTEMBI TMpPH JTHX 3a00JIeBaHUAX
pa3HOOOpa3Hbl:  yYMCTBEHHAas OTCTalOCTh, Kak
mporpeccupyromas, TaKk M HOCSIIas XapakTep
HEI0Opa3BUTHS; AMWIENTU(GOPMHBIA  CHHAPOM,
pasznuyHas ~ HEBPOJOTMYECKass  CUMITOMATHKa,
CHIDKEHUE CITyXa, 3pEeHUs, U3BMEHEHUS BereTaTUBHOM

HEPBHOU CUCTEMBI.

eas  wmcciaexoBaHmus.

N3ydenne BUIOB HSNUJIENICHA M XapakTepa
MIPUIMAJIKOB CBOWCTBEHHBIX I JeTeil OONbHBIX
(hakomaro3amu. [on6op ONTUMAJILHON
MPOTUBOCYIOPOKHOU TEPAMUU C YUETOM NU3MEHEHHI
Ha OOI u mauneix MPT.

Marepuaa u MeTOAbI HCCJIEAOBAHUS.
bbut MIPOU3BE/ICH PETPOCIICKTUBHBIIN
aHanmu3  ucropuid  Oomesnerr 10 meret ¢

HEUPOKOKHBIM CHHAPOMOM: & OOJBHBIX JeTel C
TyOepo3ubiM  ckiepo3oM (TC) u aByx nereit c
sHIehanoTpureMuHanbabeM cuHIpoMoM (DTC).

Bce netu nmonyuyanu JnedeHue B OTICICHUU
naTosioruy nepuHaransHoro nepuoga (OIIIIII), Ha
6a3e HanproHanbHOTO EHTpa OXpaHbl MaTEPUHCTBA
u nerctea (HLIOMu/l).

Bo3spact o0cnenyemblix aeteli ¢ Ty0epo3HbIM
CKJIEpO30M, cocTaBWwi OT 5 mec. g0 2 netr. Ilo
TeHJCPHOMY THUIY pa3IeIWINCh  CIEIYIOLUM
o0Opasom: 6 1eBoYeK, 2 MaJIburKa.

Bo3spacr 2-x nereii ¢ 9TC 11 mec. u lrog 5
Mec. O6a pebeHKa-IeBOYKH.

Hunarnoz TC, 2TC
ObUI  YCTAHOBJIEH COIVIACHO
KPUTEPHUSM TUarHOCTUKH.

VY Bcex OOJNBHBIX OTMEUAINCh OTCTABAaHUE B
TICUXOMOTOPHOM Pa3BUTHUH, YMUMPUMIAJKU TIO THUITY
MH(aHTUIBHBIX CIA3MOB, YACTO ACUMMETPUYHBIX
C MapLUHUAIbHBIM KOMIIOHEHTOM, KUBKH, KIIEBKH.

PyTtunnas D3I cHa npoBoauiack BCEM JAETAM
nBaxnbl. [lepBas - nmpu mepBUYHOM MOCTYIUICHUH,
MPOAOJKUTENBHOCTBIO 10 |1 waca. [loBTopHas- Ha
(hoHe mpremMa NpOTUBOIMUICITUYECKUX ITPENapaToB
yepe3 | rox.

MPT ronoBHOro mo3ra OblIa MpoBeJcHA
BCEM JIETSM B MOMEHT MOCTYIUICHUS B CTAl[MOHAP.

[TapannenbHO TPOBEAEH HEBPOJIOTMYECKUN
OCMOTp, OOIIEKIMHUYECKHe U OHOXHUMHUYECKHE
oocaemoBanua, OKI, Dxo-KI, Y3M romosHOrO
MO3ra W BHYTPEHHUX OpPraHoOB, KOHCYJbTAIllUU
y3kux crnenuanuctoB (JIOP, okynuct, ctomarosor).

Pe3yabrarsl uccljieqoBaHusl.

[Ipu MPT uccnenoBanun y Bcex OOIBHBIX C
OTC BbIsiBICHAa KOpPTHKalbHas arpodus. Y nereit
¢ TC Obutn 0OTMEUEHBI clenyone n3MeHeHus: 1)y
YeTBEephIX JAeTel- KOPKOBO-TMIOAKOPKOBask aTpodus;
2)y Tpex neTel — KaubIMHATHI; 3) Y OJHOro peOeHKa
— Hapy’KHas aTpoQusi KOpbI TOJIOBHOTO MO3Ta.

Ha Oxo-KI' y gmereit ¢ TC B 4 ciygasx
ObLITM BBISIBJICHBI O0ObeMHBIE 00pa30BaHUs B BUIE

MaHHBIM  JIETAM
MEXKTyHAPOTHBIM
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pabaoMHUOMBI B TOJIOCTH  JKETYJOYKOB, 4Yallle
cieBa, 0e3 HapyLICHUS CEpJCYHON JeATEeTbHOCTH.

B HeBponorumueckom craryce 7 perei (5
¢ TC u y aoux c¢ OTC) ormeuanach odaroBas
CUMIITOMAaTUKa( TMape3 JIMI[a, TeMHUIapes3, ITO3,
KOCOTJIa3ue).

Bcem 0oOibHBIM  JIETIM  C CHHIPOMOM
Becra B kauectBe 6a30BOT0O MPOTUBOCYIOPOKHOTO
nmpemapara ObUI Ha3HAYEH MpemnapaTr BOJILIIPOEBOI
KHCIIOTHI- JICTIAKMH WJIM  KOHBYJICKC B CHpOIIC.
HauanbpHas CyTOuHasi J03a JeMakuHa WIH
KOHBYJIEKCa cocTaBiisiia 20 MI/Kr/C, C TOCTETICHHBIM
JIOBEJICHUEM JI03bI K MOMCHTY BBIITUCKHA peOCHKA
u3 cramroHapa —nmo 50 mr/kr/c B 3 mpuema .

Oruenka 3¢ (HEeKTUBHOCTH MPOTUBO-
CYIOPOKHOI Tepanuy MPOBOIMIACH 10 MPUHIUITY:
xopommiidGHeKT— CHIKEHNE YacTOThl IPHITAIKOB
B cyTku Oosiee 4em Ha 50 %; cmaOwrii >hdexT -
CHIDKEHHUE YaCTOThl MPUMNAAKOB MeHee ueM Ha 50%;
CTOWKass peMHCCHS — OTCYTCTBHE  IPHIIAJIKOB

B TeueHue | roma u Her dddera - momHOE
oTcyTcTBHE I(PPEKTUBHOCTH OT  MPOBOIUMOMA
IIPOTUBOCYIOPOXKHOM TEpaIuH.

[Ipuem MaxkcumanpHOM 11036l  0a30BOTrO

MIPOTUBOAMUIIEITHYECKOTO Ipenapara (1enakuH Uin
koHBysekc) He nan 100% pemuccuu 3a00eBaHus.

N3 8 -mMu GompHBIX nereit ¢ TC xopommuid
3pPeKT OTMEUEH TOJIBKO B 4-X cliyyasx; M3 2-X
6onbabIXx ¢ OTC -y 1 OonbHOrO.

Yereipem OGonbHbiM ¢ TC K OCHOBHOMY
npernapary —AeHakuHy WIH KOHBYJIEKCY B
MAaKCUMAJIbHOM CYTOYHOM J103€ JOMOJHHUTEIbHO
Oobutn  nobGasneHsl  apyrue ADII: cabpun -2-m
B o3¢ 10 100 mr/kr/c B 2 mpuema , 2-MAETSIM —
TomaMakc B KarcyiapHOM (opme B 1mo3e g0 7
Mmr/kr/c, 1 — My peOeHKy Ha3HaueHa Kemipa B
cuporie B jgo3e 10 150 mr/kr/c u 1 GompHOMY -
JIJAaMUKTaJI B J103€ 3 MI/KI/C.

JBoum OGonbHeiM ¢ DTC K JemakuHy WU

KOHBYJIEKCY ObLT  J100aBJI€H TOJIBKO JIAMUKTAJ
B J103€¢ 3MI/Kr/C.
Bo Bcex chyuasx npu J00aBIeHUM K

6a3zoBomy mpenapary Broporo ADII Obu1  moydeH
xopomuii  3dexr: KoHTposib uepe3 1 ronm -
100% pemuccuss mNpUNAAKOB ObUIa OTMEYEHA Y
5 6ombubix ¢ TC ( 50 %) ,y 1 -ro GompHOTO C
OTC (50 %) , ype:xkeHHHE TPUNAAKOB Oojee 4Yem
Ha 50% y 2-ux O6ombHbIX ¢ TC,y 1-10Cc OT.
Hamu He BBISBICHO 3HAYMMBIX MOOOYHBIX
3¢(dEeKTOB OT TIPOBEJACHHONH KOMOMHHUPOBAHHOMN
MPOTUBOSMUIICOTUUECKON  Tepanuu,  KOTOpbIE

Obl MpHUBEIM K OTMEHE MPOTUBOCYIOPOKHOTO
npernapara.

[Ipu mnoBropHOi D3I B COCTOSHMM CHa
Bcex gerel ¢ TC m OTC peructpuponanack
MOJIOKUTENIbHAST UuHaMuKa: y 6 npereit (75%) c
TCu y 2 nereii (100%) ¢ O3TC moIHOCTHIO
orcyrcTBoBana Ha DDl cHa snuientudopmHas
aKTUBHOCTB, Y 4-x neteit ¢ TC Ha D3I ormeuanuch
penkue, eAMHUYHbBIE ATUMATTEPHBI.

BoiBoabI:

1)IIpu ycTaHoBNIEeHNHN TUarHo3a Tyo0epo3HbIi
ckaepo3 ( TC) wm »>HIEdaNOTpUreMHUHATBHBIHA
cunapom (OTC) crnenyer u3HAYaIbHO HA3HAYUTH
HE TOJNILKO  0a30BbI mpemapar(AemakuH WId
KOHBYJIEKC) B MaKCHMAaJbHOW CyTOUHOH J03€, HO
u Bropoit ADII -nmamukTan, Kennpy win caOpuil.

2) Ha <¢one mpuema AOMOIHHUTEIBHOTO
ADII OTMEYaeTcs MCYE3HOBEHUE Wi
ypekeHHHe mnpumnaakoB Oonee uyeM Ha 50%,
3HAYUTETbHOE YMEHBIICHUE WM HCYC3HOBEHUE
snmnentudopmHol akTuBHOCTH Ha DI cHa.

3) Pannsgs namarHocTuka TC nu OTC
MPOTEKAIOIIUX C SMUJICHTHYSCKUMH TPUCTYIAMU;
CrocOoOCTBYET CBOCBPEMEHHOMY U ONTHMAIHHOMY
noa0opy aHTUAMUIENITUYECKUX IPernapaToB.
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