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3-npenapartoB. M3 nepopalbHbIX IpenapaToB — OpOHXO-
myHan I1, nadpepobuoH, npou3BoaHbIE NpoTeda3ua.
1151 oka3aHUsI UMMYHOCTUMYJTUPYIOIIETO M 9HEPTOTOHM-
3UPYIOIIETo BIAUSHUS Ha OPraHM3M 3TU JETU TMOJTy4aroT
Valkion-Tepanuio, 6a3upyolrytocss Ha (GOTOXUMUYECKON
CEeHCUOMIM3AIIMM BO3yXa U BOJIbI C 00pa3oBaHUEM I0JIr0-
SKUBYIIMX (DU3UOJOTMYECKH aKTUBHBIX (DOPM KHUCI0poaa
M oKcuIa azoTa — (hakKTOpOB, KOTOPbIE aKTUBUPYIOT Kile-
TOUHBII METa0O0JIM3M U CHUXKAIOT TUITOKCUIO TKaHel. s
yAy4IIeHUS KIETOYHOM 9HEPTreTHKU MUOKap/ia TPUMEHSIOT
npernaparbl ¢ aHTUOKCUIAHTHBIM U MeMOPaHOCTaOMIN31 -
pPYIOLIMM AeicTBUEM: KapHUaJb p-p 20%, kosusum QI10,
AT®-nonT, nutoxpom-C, LuTodhIaBUH.

151 mocaenyonero IMHaMMYeCKOro HaOIoAeHUs 10
MECTY KUTEJIbCTBA 3a 9TUMM OOJbHBIMU IJIS1 IETCKUX He-
BPOJIOTOB U MEIMATPOB pa3paboTaHbl pPEKOMEH AU 10 Ha-
OJII0JIEHUIO U BEAEHUIO IeTell C OpraHMYeCKOM MmaTojioruei
HEPBHOI CUCTeMBbI U cepalia (C MepuoandecKM KOHTPOJIEM
OKIT, BxoKI 1 KoHCyIbTalMel KaparoJiora).

BoiBoapl. TakyiM 06pa3oM, Ha OCHOBaHWH MPEACTaBIEH-
HBIX KTMHUYEeCKUX HAOMI0NeHUH BBISIBIEHA BBICOKAsI KOppe-
JISLIUST MEXTY TUCTIIa3UsIMU MO3Ta M MaJIbIMU aHOMaJTUSIMU
pPa3BUTHUS ceplia y O0JbHBIX C LiepeOpaIbHbIM apaTudoM.
JlaHHBIe 00CTOSITEILCTBA TPEOYIOT PallMOHAILHOIO 1 B3Be-
LIEHHOTO TOX0Aa K peabuluTaluy MoA00HbBIX OOJbHBIX,
HazHaYeHUs LIAASIIEero Harpy304HOTO PeXuMa ¢ UCKITIO-
YeHUEM arpecCUBHBIX mMpouenyp. KpoMe HOOTpOMHBIX
npemnapaToB, HEOOXOAMMO Ha3HAaYaTh KapaAUOTPOPUIECKYIO
Teparnulo, a TakXkKe Mpernaparbl, yJayydllalue CTpyKTypy U
00MEeH COeTMHUTEbHON TKaHU.
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AHOMAAUU PA3BUTUA
N TMNOKCUYECKUN-ULLEMHNYECKUE
MOBPEXXAEHNA TOAOBHOIO MO3rA
B FTEHE3E ®OPMUNPOBAHUA PA3AUYHBLIX POPM
LLEPEBPAABHOTO NMAPAAUYA

AKTYaJIbHOCTb. LlepeOpaibHbIi Mapaand — 3TO MPEUMy-
LLIECTBEHHO HENPOrPECCUPYIOLLHE PACCTPONCTBA MOTOPUKU
U KOTHUTMBHBIX (DYHKIMI B HE3PEJIOM WJIM aHOMAJIbHO
pasBuBaloiiemcs Moare pedeHka (Cemenona K.A., 2000),
BO3HUKIIIME Ha (POHE UMMYHOTEHETHUECKOM MPeapacnoo-
xkeHHocTu (EBtymenko O.C., 2000). LIIT sBasieTcst omHUM
M3 CaMBbIX TSKEJbIX WHBATUAU3UPYIONIUX 3a001eBaHU
neTckoro Bo3pacta. B atuonorun v narorenese LIIT urpator
pOJIb MHOTOUYMCIIEHHBIE (DAKTOPHI TIpe-, MUHTPa- U MOCTHA-
TaJbHOTO MEPUOIOB.

Marepuaisl 4 MeToabl. [loa HalUM HaGIIOICHUEM
Haxoausoch 134 pedenka (80 ManbuuKOB, 54 HEBOYKM)
B Bo3pacte oT 1 roga mo 10 jeT ¢ pa3auyHbIMU (hopMaMU

LIIT. JIBuratenbHble HapylleHus cooTBeTcTBoBaau I11-IV
ypoBHio GMFCS (cucrema xiaccudukauuy oodieit Mo-
TOpuKM). JIBoitHast TeMUIUIETHsI OTMeUYeHa y 65 JeaoBek
(48,5 %), ciactnyeckas nurierns — y 48 (35,8 %), remu-
naperndeckast opma — y 21 (15,6 %). V 98 nereii (73 %)
MepuHaTaJbHbI aHaMHe3 ObLI OTSATOIIEH (MaJiblii CpoK
rectaiyu, MHGEKIIMOHHbIE 3200/IeBaHUSI MATepU BO BpEMs
OepeMEeHHOCTH, BBIKUABIIIN Y MaTepy B aHAaMHe3e, yrpo3a
BBIKUIBIIIIA BO BpeMsI JaHHOI 0epeMEeHHOCTH, HapyIlleHUe
(beromnalieHTapHOrO KPOBOTOKA, UCTOPUST HEOHATATHLHOTO
OXWBJIEHUsI, HEOHATAJIbHBIE JAbIXaTeIbHbIE PACCTPOICTBA
(respiratory distress), HeoHaTaJlbHble MH(MEKIIUU U Ap.).
[IperpaBugapHbie (akTOpbl pUCKa: MPeabIaAyIIe 3a-
Meplire 6epeMEeHHOCTH U MEPTBOPOXKIEHUE, MPUBBIYHOE
HeBbIHAIIIMBAaHUE O0€pPEeMEHHOCTHU, aHTU(MOCGHOIUNUIHbBINA
cunapoM, TORCH-undekuust, npyrue dhakropbl. CeromHs
yKe JOKa3aHo, YTO OJHOM 13 BEAYIIMX MPUIMH IPUBBIYHOTO
HEeBbIHAIIIMBAHUS SIBJISIETCS] HEMArHOCTUPYEMbIii aHTH(dOC-
bonunuaHblii cunapoMm y 6epemenHoii (Ebrymenko C.K.,
Mockanenko M.A., 2002). UMeHHO BCJIEACTBUE HETO
MeIJIeHHO (hopMUpyeTCs ayTOMMMYHHas BOCTIaTUTeIbHas
BacKyJIOMAaTHsI TpaHCIUIAllEHTAPHBIX COCYIOB, YTO U MPU-
BOIMT K UX TPOMOO3Y U CIIOHTAHHOMY BBIKUIBIILY (45 %).
KpomMme Toro, He MCKJTIOUYaeTCsl TpaHCIIalleHTapHasl repe-
Jaya 1oy aHTUMOOCHOIUIIMAHBIX aHTUTEN, YTO CIIOCO0-
CTBYET BO3HMKHOBEHMIO Y HOBOPOXKIEHHBIX BACKYIOMATUIA
XOPUOUAATbHBIX BHYTPUXKETYIOUYKOBBIX CIUIETEHUN U
COCYIIOB IEPUMBEHTPUKYJISIPHOM 00JaCTU U B JaJIbHEMIIEM
MPUBOIUT K OpraHuYecKomy rnopaxenuto moara u LII1 (mo
10 %). Takske BaskHBIM BBIBOJIOM KICCJICIOBAHUSI SIBIISIETCS
TO, UTO arPECCUBHOE BelleHE POAOB, B MOCIEAYIOIIEM MPHU-
Bogsiiee K paspututo LIT1, cocrapisier 6oee 27 % cirydaes.

B nensix yrouneHust Haauuust MOpOJIOrn4ecKux u3Me-
HEHUI TOJIOBHOTO MO3Ta MPU Pa3HbIX KIMHUYECKUX (hopmax
LIIT mpoBoauIOCH HEPOBU3YaTU3ALOHHOE UCCIeTOBaHUE.
Tomorpacduyeckass KapTuHa MaKpOCTPYKTYpPbl TOJIOBHOTO
Moa3ray neteii ¢ pazamuasiMu popmamu LIIT okazanach He-
onHoponHoit. [Toce mpoBeneHus MarHUTHO-PE30HAHCHOM
tomorpaduu (MPT) (annapar ¢upmbl Siemens, pexkum
FLAIR u TOF) y o6cnenyeMbIX aeTeii ObLIN BBISIBICHBI
clIeayIole U3MEHEHHsI: TUITOILIa3ysl Mo3ra — y 6 4Jer.
(4,4 %); xucro3Has nerenepaumsa —y 16 (11,9 %); mukpo-
uedanust — y 6 (4,4 %); areHe3ust MO30JUCTOIO Teja — y 5
(3,7 %); bokanbHbIe KOPKOBBIE qucIuiazuu — y 6 (5,9 %);
nosiuMukporupust —y 5 (3,7 %); maxurupust —y 6 (4,4 %);
rumnoruia3ust Mosxeuka — y 5 uein. (3,7 %). Kpome Toro,
MOJUMUKPOTUPHUS y 3 neTeil coyeTanach ¢ CUHAPOMOM
Henau — Yokepa, B 2 ciaydasiX — C CUHAPOMOM ApPHOJIb-
na — Kuapu. I[lepuBeHTpUKYIsIpHas JIeMKOMaJISILIMS KaK
CJIeICTBHE TUITOKCUYECKU-TPaBMAaTUUYECKHU -UILIEMUYECKOTO
MopakeHus IeHTPaJIbHOI HEPBHOI CHCTEMBI OblLJIa 00OHAPY-
xeHa 'y 46 yen. (34 %). Janeko He Bcerna y 60gbHbIX ¢ LITT
panMoIOruuecKre MeToabl 00CaeJOBaHUS TTO3BOISIIOT Be-
puduLIpoBaTh MOPGHOJIOTMIYECKIE NU3MEHEHMSI TOJIOBHOTO
Moa3ra. Y kaxnoro 6ojbHoro ¢ LIIT cTpyKTypHbIe HapylIeHus:
MOTYT peaJin30BaThcsl HE TOJbKO Ha MaKpOypOBHE (BU3Y-
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aJIbHO-TTO3UTUBHBIC UBMEHEHMST), HO Y Ha HEMPOHAJIbHOM
1 MOJIEKYJISIDPHOM YPOBHSIX (BU3yaJbHO-HEraTUBHbIE W3-
meHeHwust). [TonTBepxkneHueM sIByIsieTcs: TOT (pakT, uyto 'y 34
yenoBek (25 %) MPT-uccinenoBaHue He BBISIBUIO MTATOJIO-
TMYECKUX U3MEHEHUI TOJIOBHOTO MO3Ta, HO TeM He MeHee
3TU AETU UMEJN JIBUTATEJIbHbIC HAPYILICHUS, 3a1EPKKY
YMCTBEHHOTO Pa3BUTHsI, BEPOSITHO 00YCIIOBJICHHBIE APYTUMU
HapylIeHUSIMU, BKJTIOUasi TCHETUYECKUE.

BoiBoapl. Ananusupyst opmbl LITT, MbI IPHILIN K BbI-
BO/LY, 4TO, BEPOSITHO, CYIIECTBYET HAN00.JIee pAHUMAS «KPH-
THUYECKAss» 30HA B CTAMM HEHPOOHTOreHe3a, XapaKTepu3y-
0IIASCS HAaNO0O0IbIIIEl YyBCTBUTEILHOCTBIO ONpeIeIeHHBIX
CTPYKTYP roJIOBHOr0 MO3ra K noppexaaioniemy (akropy,
a M03Ke KIIMHUYECKH MPOSBJISIIONIASICS B BUlIE CEHCOPHBIX,
peyeBbIX M JBUraTe/IbHBIX HAPYIIeHui. Jlokanu3auus no-
paxkeHus! B OOJIBILIMHCTBE CJIy4aeB MOXET ObITh COOTHECEeHa
¢ Toil min uHoi opmoii LITT, 9yTo HalL10 MoaATBEPXKIEHUE
B uccienoBaHusx ¢ mpuMmeHenneM MPT. IlosrydeHnble pe-
3yJIbTATHI HE TOJBKO MOATBEPKAAIOT MOJUCUHIPOMHOCTD
III1, Ho M1 00 BACHSIOT BO3MOKHYIO TPAHCHOPMALINIO OTHO
¢opMbI B APYryI0 cO BpeMeHeM. DTO JaeT OCHOBaHUE ISt
TUTAHUPOBAHMSI JICYEHUS U peadMIMTaluy JAaHHOM IPYTIITBI
MayeHTOB.

MaxkcuMaJbHO PAaHO HAYATOE JieYyeHHe y ieTeil mepBbixX
3 JIeT 2KM3HM I03BOJISIET H30€2KaTh CTOMKOI HHBAJIUAN3A-
mun 00JbHBIX 1IIT m yaydmmTs KauecTBO MX KH3HH. Ha
OCHOBE TOJIYyUEHHBIX TAaHHBIX, C YYETOM KJIIMHUYECKOM
KapTUHBI U HEHPOBU3YyaIN3allMOHHBIX OCOOCHHOCTEM
MaToJIOTUX TOJIOBHOTO MO3Ta, HaMU pa3paboTaHa WHIM-
BUIyaJibHasl TOJTOBpPEMEHHasl Moa3TarnHas nmporpamMmma
MEIMKaMEeHTO3HOI peabMINTallMK C TTapajuieIbHbIM MpU-
MEHEHVEeM MOAMGUIIMPOBAHHBIX HEMEIUKAaMEHTO3HBIX
CpEICTB peaduIUTALINU.
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MPOrPAMMA PEABUAUTALIMUA .
HACAEACTBEHHbBIX MbILLEYHbIX AUCTPODUN
N AMUOTPOPUN Y AETEU

AKTyaapHOCTh. HelipoMbilieunble 3a001eBaHUS
(HM3) — rereporeHHas rpyrma 3abojieBaHUI, B OCHOBE
KOTOPBIX JIEKUT T€HETUYECKU JIeTCPMUHUPOBAHHOE T10-
paxeHue OIpeIeJICHHON HEMPOAHATOMUYECKOM CTPYKTYPbI
HEWPOMBIIIIEYHOTO anrmapata. AKTyaJbHOCTb MPOOJIeMbl
HM3 omnpenensieTcsa BBICOKOI cCyMMapHOM paciipocTpa-
HEHHOCTbIO TAaHHOM TPYIINbI 3a001€BaHU B TIOITYJISIIUN 1
TSKEJION MHBaIUAU3aLKe 60bHbIX. [To 1TaHHBIM MUPOBOI
JINTepaTyphl, YacToTa BbIsiBJIeHUs ciaydyaeB HM3 yBenu-
yuBaeTcs. B cBA3M ¢ yBeIMUeHUEM Yucia IeTeil ¢ JTaHHOM
naroJjiorveit u B YKpanHe Ha 6aze JloHe1Koro 006acTHOTO
JETCKOTO KJIIMHUYECKOTO 1IeHTpa HelipopeaduanTalum ¢

1997 rona ¢yHKIIMOHUPYET CIIEHMATIM3UPOBAHHBIN LIEHTP
g netevi c HM3.

Matepuan u MeToabl. B peecTpe 6a3bl JTaHHBIX IIEH-
Tpa (2002—2013) 3apeructpupoBaHo 348 nereit ¢ HM3,
BKJI04ast 152 (43,7 %) ¢ mepBUYHO-MBIIIIEYHBIMU 3a00J1e -
BaHusmu, 107 (30,7 %) co cniuHATBHBIMU aMHOTPOGUIMK
(CMA), 89 (25,6 %) c HaclleACTBEHHBIMU MOTOCEHCOPHBI-
mu noyimHeiponatussmMu (HMCIT).

Ha ocHOBe MUPOBBIX, OTEUECTBEHHBIX U COOCTBEHHBIX
NaHHBIX B JIOHEIIKOM 00JIACTHOM JE€TCKOM KJIIMHUYECKOM
LIEHTpe HelipopeaObuiuTaiuy MOAUGUIMPOBAHBI CXEMBI
JICUCHUSI TMOJIMMOIATIbHOTIO BO3AEHCTBUSI HE TOJIBKO Ha
KOCTHO-MBIIIEYHYI0, HO M Ha IPYTHe CUCTEMbI OpraHru3Ma.
PaccuntanHble cXeMBbl MIEPMAaHEHTHBI C TIEPUOIUYECKUM
repepbIBOM, 00s13aTeIbHBIM TTOBTOPEHUEM, CMEHON Me-
JNIMKAMEHTOB U (DU3UOTEeparieBTUUECKUX METOIOB JICUCHUSI.

1. CoanancHpoBaHHOE Je4eOHOEe MUTAHHE, KOTOPOE
BKJIIOUAET MPOAYKTHI, 0O0oralieHHble BUTaMuHOM E (006J1e-
nuxa, IepCuKu, OTpyoHOI1 X71€0), BUTAMUHOM A (TI€UeHb),
ButaMuHOM C (IIMTTOBHUK, CMOPOJIMHA YepHasi, I0J10KH,
YKpPOTI, TpaHaT), oMera-3 (MOpemnpoayKThl, IpelKrie ope-
XM, OJIMBKOBOE, JIbHSIHOE MacJio). [TuraHue q10KHO ObITh
JNIPOOHBIM U YaCTHIM — HEe MeHee 4 pa3 B ICHb.

2. Maccax npHu HeiipOMBIIIEYHBIX 3200.JIeBAHUAX
CYNIECTBEHHO OTJIMYAETCH OT CTAHAAPTHBIX METOIUK €ro
npoBenenus. Cujia Bo3IeiicTBUS MUHHMAJIbHA, AKIEHT
HA yJydieHHe TPO(HKHN KOKHBIX TOKPOBOB M COXPAHHBIX
MBIIIII ¢ IPUMEHEHHEM AKTOBETMHOBOI Ma3u, 0ajb3ama
KHUBOKOCT, IIA/sIIee PACTITMBAHNE YKOPOYEHHBIX CyX0-
XKWJIHHA ¢ TPUMEHEHNeM Ma3eil XOHIPOKCHA, AKTOBETHH,
MOIJIAKHBAHKHE CYCTABOB, MAPaBepTEOPATLHO TOYCYHDIN
TapPMOHUBUPYIOIIMIA Maccax. /UTMTeIbHOCTh ceaHca 10
10 mun. Kypc Ne 10. [Tpu Hanmu4umu CUMIITOMAaTUKHU Clia-
0OOCTH JbIXaTeJIbHON MYCKYJIaTypbl BBITIOJTHSIETCSI Maccax
IPYIHOM KJIETKH JIJIs1 00JIeTYeHUST AbIXaTeIbHbBIX IBUKCHUIA.

3. C 1enbio KOppeKIMY MeTaboJIMUYeCKUX MPOIIECCOB,
COTPSIKEHHBIX C HEPTeTUUECKUM ITyJioM atieTuyi-KoA B
MUTOXOHIPUSX, Ha3HAYalOTCsI TIpernapaThl MeTaboJinue-
CKOTO JCHCTBUS B COUETAHUU WUJIU OT/AEJIbHO, KypcamMu 10
3 Mecs1eB 2 pa3a B TOI:

— arBaHTap (BXOISIIWIA B €r0 COCTaB KAPHUTUH SIB-
JIsIeTCsT KOPaKTOPOM METa0OJIMYECKUX MPOLIECCOB B MU~
ToxoHpusix). [IpemnapaTt Ha3zHavyaeTcs: mepopayibHo 3a 30
MUHYT 10 eabl B 1o3e 0,5 mui/kr/cytku (100 Mr/Kr/cyTku)
B TeueHUe 3 Mecs1IeB;

— cTUMOJI (LIMTPYJIJIMHA MaJiaT, BBICTYNAIOIIWI B POJIU
MeTaboIMYeCcKOro MocpeaHruKa B MUTOXOHApUsIX). [Tpu-
MEHSIETCSI B BUJIE TTMTHEBOIO PACTBOpPA B CJIEAYIOLIMX J10-
3upoBkax: 2—5 jiet — 1o 100 mr (1/2 nakeTtuka) 2 p/cyT, 5—
12 et — no 200 mr (1 makeTuk) 2 p/cyT, crapiue 12 jetr —
o 200 mr (1 maketuk) 3 p/cyT 30 gHeli KypcaMu (Kaxabie
3 Mecsua).

4. Ipu nunaTauMOHHBIX KAPAMOMUOTIATUSIX TTOKA3aHO
KypCOBO€ BHYTPHMBEHHOE BBeJieHUE HeoToHa (hochokpea-
TUHUH). HeoTOH — mpemnapar, yayJiiaimi MeTaboJIn3m
MMOKap/ia 1 MbILLIeYHOI TKaHU. [1o XuMHU4YecKoit CTpyKType
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