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Peaiome
8 cTaThe NPEACTABNEHO KIMHHYECKoe Habnioaexwe pebEHka

B BO3pacTe AGBATH MECALEB C PEAKHM HACNeCTBEHHLIM 3afo-

N1EB2HHEM - ANbTEPHUDYIOLLEH reMunneruei eTckoro Boapacta. MokasaHa COXHOCTL AMDdepeHUHaNbHOR AMArHOCTHKN

JaHHoro 3a60neBaxnA ¢ GokancHoA anunencued.

Knio4eBble CROB: ANLTEPHUPYIOLLAA FEMUNNIErkA AETCKOrO BO3PAcTa, AudiciepeHManbHan AHArHOCTHKa ANUNENCHH Y feTel

Summary

This article describes clinical cases of a 9-month old child with a rare hereditary disease - alternating hemiplegia of childhood.
Difficulties of differential diagnosis between this disease and focal epilepsy are shown.
Key words: Alternating hemiplegia of childhood, differential diagnosis of epilepsy in children

Beegenue

IMapokcH3ManbHbie COCTOSHHA Y MJIAICHIICB BCET/1a BhI-
3BIBAIOT JHArHOCTHYECKHE 3aTpyAHeHHA. KpoMe pajnTH4HbIX
¢hopM HHGAHTHILHOA MHIENCHH B NOCNEIHAE IOAbl AKTHB-
HO H3yYaloTCA HEAMHIENTHYECKHE COCTOAHHS, B YaCTHOCTH
— pauTHYHBIE MHNIEPKHHETHYECKHE NapOKCHAMK. OTaensHoH
HO30/I0rH4eckoH HOPMOH ABIAETCA ATBTEPHHPYIOLIAA TeMH-
TUlerHs aerckoro Bo3pacta (AI{), oTHocsmascs K Hacnes-
CTBEHHRIM kaHanonathsM [2]). Hecmorps Ha Ha3paHwe, nep-
BRIMH cHMITTOMamMH Al7], NOfRBIAIOMKMHCA B BO3pacTe OT 3
Mec 10 1,5 ner, ABIAIOTCA MAPOKCH3IMANLHBIE JBHDKCHHA
a3 H JHCTOHHYECKHE aTaKH, BO3HHKAIOIHE HCKIIOUHTENb-
HO B GonpcTBOBaHHH. B Teuenne nepsoro rona 3abonepaHus
OPHCOCAHHAIOTCA 3MH30AbI MPEXOMALIHX NEMHNIAPEIOB B KO-
HEYHOCTAX, BOBNCYCHHRIX B FHMEPKHHE3, COXPAHAIOMHECA
OT HECKONTBKHX YacoB 0 HecKonbKHX cyTok. [locne mecru-
JIETHErO BO3pacTa NapOKCHIMbI AHCTOHHH H C/1aGOCTH CTaHO-
BATCA PEXeE, 2 JOMHHHPYET NEPMAaHEHTHas ICHXOHEBPOOTH-
9ecKas CHMITTOMATHKA B BH/I€ KOTHHTHBHHIX PacCTPOMCTB H
arakcuH [4]. KpaiiHe BaXHO, 9TO NOYTH Y NONOBHHLI AETEH
¢ ATJl B nocnexyIoluHe rofikl XH3HH K HESHIENTHIECKHM
THNEPKHHE3aM MOTYT NPHCOCOHHATHCS IMHIENTHIECKHE
npunaixH [3]. EaMHcTBEHHBIM npenaparoM, OKa3LIBAIOIIKM
3tdexT Ha ocHOBHEIE mposBneHHA AT, spisercs Gnokarop
KaNbLUHEBLIX KaHATOB GUIyHapH3uH [1; 4].

B cRA3H ¢ MaNOH H3BECTHOCTHIO AAHHOW NATONOTHH H
CIIOXHOCTBIO AHG(EPEHIHANLHON AHATHOCTHKH JMCTOHH-
YECKHX I'MIIEPKHHE30B OT MOTOPHHEIX (GPOKATBHEIX JITHIIEIITH-
9ECKHX NPHNANKOB MPHBONHM KJIHHHYECKoe HaGmoaeHue.

o4

Maument T.H. BNepshie MOCNHTANHIHPOBAH B HEBPOJIOTH-
yeckoe otaenelue (HO) KB um. MMuuyruna ILH. r. [Tepmu
3KCTpeHHo, B Mapre 2016 1, B Bo3pacte 9 Mec. Co ¢10B Ma-
TEpH, B TE4EHHE HECKONbKHX 9acoB y pe6&Hka nabmonanace
CepHs H3 4 IPHCTYNOB HAPYUIEHHA CO3HAHHA C HACHILCTBCH-
HHIM MOBOPOTOM IONIOBH  (Hallle — BMPaBo), BLIrHOaHHEM
TeNna M TOHHIECKHM HANpPMKEHHEM KOHewHocTel. ITH «cy-
JIOPOTH» CONMPOBOXARIHCH TL1aY€M H UTHITHCh OT | R0 2 MHH.
U3 aHamMHe3a BRIACHEHO, 9TO eMme B Bo3pacTe 3 Mec Ha QoHE
cy6debpHnbHOA TeMNepaTyphl B TEYEHHE 2 9 y MANILIHKA OT-
MEYATHCH «KAKHE-TO CTPaHHhIE ABHXECHHD). PeGeHok Obun
JKCTPEHHO JOCTABIEH B HH}EKUHOHHYI0 GONBHHILY, HO OT
€ro TOCMHTANH3ALMH POAHTEIM OTKasanHch. B Bospacre 9
Mec Ha QOHe PeCHPATOPHO#H HH(EKIHH MPHCTYNBI HACH/Ib-
CTBEHHBIX MMOBOPOTOB MOJIOBH CTAMH BO3HHKATH A0 10 pa3 B
CYTKH. BBUI roCITHTAIH3HPOBaH B COMATHYECKOE OTACCHHE,
OTKyZla BBUIHCAH 33 2 AHA A0 nocTymwieHud 8 HO. M3 anam-
He3a RH3HH H3BECTHO, YTO PeGEHOK OT 2 CPOYHRIX POAOB
(nnaHoBOE KecapeBO CedeHME MO MOBOAY pyblia Ha Marke).
Macca npu poxaeHuH 2990 r, ouenka no wkane Anrap 8/9
6. Ilpu neltpocoHorpacdHH B Bo3pacTe 2 MeC MATONOTHH HE
BEIARNEHO. HacnencTBeHHOCTD M0 NapOKCH3MAILHAIM COCTO-
SHHSM HE OTATOIICHA.

INMpy Hesponoruueckom obcnenoBannn pebEHka oTMe-
9eHa 3a/IEPKKA ICHXOMOTOPHOIO Pa3BHTHA: CAMOCTOATENBHO
He CamHTCA, CHIMT TONBKO NMpH noanepxke. Jlid yToqHeHHA
KIHHHIECKOH KAPTHHRI NAPOKCHIMOB MATEDH PEKOMEHJO-
BAHO MPOBOMHTE HX BHAeodHKCawmo. Tak kak Bce npHcTy-
N BOSHHKANH Ha QOHE IUla4a, HIHAYANLHO CKNaAmBanoch
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BreYaTi/eHHe O CHHApPOMe runeppo3byaumocTh ¢ addek-
THBHO-PECIIHPATOPHRIMH NpHNaakamMH. OQHAKO aHAAH3 BH-
[e03aMHCH NoKasaj, 4To ¢peHoMeHa anHod y pebeHKa HeT, H
OH MPOJIOKAET IUIAKATH JAXKE BO BPEMA «CYROpOr». XoTA B
MOMEHT NPHCTYMa MAILYHK HA OKPYKaIOLlEE He pearuposan,
4#TKO OLEHHTb YPOBEHb CO3HAHHA OLUIO 3aTPYAHHTENBHO.
Mo wiuHH4ECKOH (EHOMEHOIOTHH MMAPOKCHIMBI COOTBET-
CTBOBAIH TOHHYECKHM aABEPCHBHBIM MAPUHANLHBIM MPH-
najikaM ¢ NOBOPOTOM TOJIOBBI H /HJIH I71a3 BIPABO HIIH, peXe,
BJIEBO H YaCTO CONMPOBOXIATHCH (PapHHIO-OpaibHLIMH aBTO-
MaTH3MaMH WIH «NefaTHPOBAHHEM» HOTH, MPOTHBOMO/IOXK-
HO# cTOpOHE aaBepCHH. [IPHCTYNRI BOIHHKANH HE KaXAhlf
JIeHb, HO BCETAa cepHiiHo, no 10-15 paz B cyTkH, AnHAHCH
ot 30 g0 60 c. B 31t «rtoxHe» AHH MaTh NEPHOAHYECKH OT-
Meyasa y pebeHKa MEeHbIYIO aKTHBHOCTD NPaBbIX (pexe - Jie-
BbIX) KOHEYHOCTEH B TEYEHHE HECKO/IBKHX 4acOB, YTO MOITIO
OWTL CIEACTBHEM MOCTNPHNAAOYHOTO TOALOBCKOTO NEMHINa-
pe3a. [Ipu MPT ronosHoro mMo3ra o4aroBeIX HIMCHEHHH Be-
wectsa obHapyxeHo He 6110, HO HafiieHa He6oblUas KHCTa
WHIIKOBHAHOM xene3nl. Ha 23T, 3anHcaHHOi BO cHe, BHI-
ABIEHA NHIENTHOOPMHAA AKTHBHOCTL B BHIAE OMHHOYHBIX
KOMILIEKCOB OCTpas-MenjieHHaa BO/HA B NpaBoil 0GHOH
fone. YUYHTHIBAA KIHHHKO-3NEKTpo3HUedanorpadHueckyro
KapTHHY GbIl yCTAHOB/ICH JHArHO3 «KPHITOreHHAd (QOKanb-
Hast AMHIENCHA» H Ha3HAYeH OKCKapba3enHH ¢ mocTeneHHoH
THTpauneit ao 40 Mr/kr/cyT.

Mocne sunucku 3 HO, HecmoTpa Ha nocreneHHoe
yBEHYCHHE 103k NPODHILHOTO MIA NapUHATBLHBIX NpH-
NIAlKOB AHTHKOHBY/NLCAHTA, NPHCTYNLI CTAIH Haie (CepHH
1o 20-30 B cyTku) H pasnoobpasHee. Kpome ToHHueckoii aa-
BEPCHH rOJIOBHI H/HJIH TMa3HBIX 2010k BO3HHKANH BuIrHGanus
TYJIOBHINA 110 THINY «ONMHCTOTOHYCA», aBTOMATHIMbI XKEBAHHA
HIH «NefaNHPOBaHHA» OQHOH HOTo#H B TeyenHe 1 muH. Jlo
HJIH NOC/IE CEPHI NPHCTYNOB, 8 HHOTAA H 6e3 HHX, POAHTENH
3aMeYaIH «CKOBAHHOCTDbY JIBHXEHHH H «cnabocTs» B npasoii
HIIH, pexe, JICBOH PYHKE JUTHTEIBHOCTBIO OT HECKOBKHX Ya-
coB 0 2-3 cyrtok. Ilpx 31OM «BANOCTH» B 00e3ABHKEHHOH
KOHEYHOCTH HE OTMEYaJIOCh: KyNadoK ObLT HEMHOro Cxar,
pyuxa noacoriyra. Bo cHe runepkhne3os He Gnino, cuna
«BOCCTAHABNHBAACHY.

UYepe3 3 Hea mocne BLIMHCKH, MPH OYEPENHOM YXYA-
WEHHH COCTOAHHSA peG&HOK Obil BHOBb 3KCTPEHHO IOCIH-
tansisuposan B HO. [Ipu nocTynnexvn yganocs 3anscath
33T HenmocpeACTBEHHO BO BpeMA CEPHH MOTOPHEIX (eHO-
MEHOB B BH/E a[BEPCHH To/oBLl H a3 Bnpaso. [Ipu sToM
PETHCTPHPOBANTHCD apTe(DaKThl ABHXCHHSA, HO RHKAKOH 3MH-
nentHOpMHOH aKTHBHOCTH 3aHKCHPORaHO He ObLIO, HTO

MOATBEPANIO HEIMWIENTHYECKHH XapakTep NMapOKCH3MOB.
OxkckapbazenuH 6bUT MOCTENEHHO OTMEHEH, YTO HE H3MEHH-
N0 9aCTOTy H AAKTENBLHOCTH NPHCTYNOB. B cBA3M ¢ mogo3pe-
HHEM Ha Ipyniy NapoKCHIMATLHLIX QHCKHHE3HIT TpoBeaeHO
npo6Hoe JjieyeHHe GIOKATOPOM KANbUHEBBIX KaHANOB UHH-
HapH3HHOM, KOTOpOe K 3¢ dexty He npHBeno. PebGéHKy ycTa-
HOBJIEH pabouHil AHATHO3 «MAaPOKCH3MaNbHAA QHCKHHE3HA C
ATBTEPHHPYIOWHMH NEMHNApe3aMH» H PEKOMEHIO0BAHO MO-
JIEKYApPHO-TEeHeTHUeCkoe obcnenoBanHe.

[Mocsne BRIMHCKH M3 OTOEJEHHR B YacTHOM MOPAAKE
pebénKy Obina BIATa KPOBb AIA MPOBEACHHA KIIHHHYECKOIO
CEKBCHHPOBAHHA 3K30Ma C MMOHCKOM MATOMEHHBIX MYTALMH,
aCCOMHHPOBAHHBEIX € NMAPOKCHIMANBLHBIMH AHCKHHE3HAMH,
ANETEPHHPYIOLUEH NeMHIUIErHel H HaclIeACTBEHHBIMH dop-
MaMH Jnuiencii. Yepes 4 Mecstia noyyeH pesybTar: BhIAB-
JICHa paHee ONHCAaHHAA NeTepOIHIoTHaA MyTala B 17 sk3oHe
reHa ATP1A3, npHBOAALIAA K 3aMeHe 8MHHOKHC/IOTH B 814
no3uuuH Genka. MyTauus onucana B reTepo3HroTHo# dop-
Me y NaUHEHTOB C albTEPHHPYIOLUEH MeMHILIErHEeH 1eTCKOro
Bo3pacra, THn 2 (OMIM: 182350.0009). Xors 3ta MyTauus
6bLna onHcana nosaHee, ueM myTauuH B reHax ATP1A2 u
CACNALIA, takke Boiznparowre AI7l, Ho HMeHHO elo 00y-
cnobieHo 75 % cayuaes 6onesnu [2]. T'en ATP1A3 xoanpyer
cybveaunHnly Na+/K+- Hacoca H MPH ero MyTauHH Takke
MOXET PasBHBATbCA AHCTOHHA-NAPKHHCOHHIM C PaHHHM
ne6Grotom.

3aknioyenue

Takum 06pasoM, AaHHOe KIHHHYeckoe HabmoneHHe
JIEMOHCTPHPYET CJIOKHOCTb HHArHOCTHYECKOTO MOHCKA IPH
MAJIOH3BECTHOH MATOMOTHH — ANBTEPHHUPYIOILEH MEMHILIEIHH
nerckoro Bospacta. Hamuyue napoxcH3MOB, KAHHHYECKH
HEOT/IHYHMBIX OT MOTOPHBIX NMAPUHANLHLIX NPHNANKOB, Aa-
BAJIO MOBOJ K AHArHOCTHKE 3nunencHi. OaHako Heapdek-
THBHOCTb NPOOHIBLHOH aHTHKOHBYNLCAHTHOH TEpanmHH H,
INasHOE, OTCYTCTBHE MHIENTHYECKOHA aKTHBHOCTH BO BpeMA
MPHCTYNA NO3BOJHIIH 3aNOA03IPHTE, a B AANbHEHLIEM H NOA-
TBEPAHTH NPAaBHILHBIA JHATHO3.M
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