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pymenue neixanus y 81,8% nereit, HapymeHust ocanku y 78,7%, HapyuieHue numieBapenns y 87,8%.
Cynoporu B anamHese y 68,7% nerei.

BBIBOI[BI: CUHAPOM PerTa aBnsgercs peAKHUM, NO3JHO JUATHOCTUPYEMBIM U MaJIOOCBCIICHHBIM
3a00JI€BaHUEM CpEY Bpadei-meIuaTpoB MEPBUYHOTO 3BeHA. Y UHTHIBAS BBISIBICHHBIC XapaKTEPHBIC
0COOEHHOCTH perpecca COMaTHYECKOTO W HEPBHO-TICUXUYECKOTO Pa3BUTHS MIPHU JAHHOM CHHJIPOME,
MOXKHO AMArHOCTHPOBATh 3a00jieBaHMe B 00Jiee paHHEM BO3pacTe, YTO YCKOPUT HAYaJI0 MPOBEACHUS
peadMIMTAIIMOHHBIX MEPOIIPUSITHH.

JIureparypa
1. Penkue 6onesnu y nereit: monorpadus / C.5. Bonruna, 1.1O. FOpos, M.b. Benoryposa [u ap.];

rox obmr. pen. C.5. Bonrunoit, U.10. FOposa. Kazans: Mennnuna, 2018. C. 70-76.

2. Neul J.L., Kaufmann W.E., Glaze D.G. et al. Rett Syndrome: Revised Diagnostic Criteria and

Nomenclature. Ann Neurol 2010; 68: 6: 944-950.

KATEXOJNTAMUHEPTUYECKAA NMO/IMMOP®HAA
XENYAOHKOBAA TAXUKAPANA B MPAKTUKE
BPAYA-TIEAUNATPA

Jlecosasa E.E., Jlecosoui B.B.

Hayunslit pykoBoAguTENb: K. M. H., J01IeHT, Konaparsesa U.B.
Kadenpa rocnutanbHON U MOJIUKIMHUYECKOHN TIeIUaTPUH
Boponexckuil rocygapcTBeHHbI MeAMUUHCKUE yHUBepcuTeT uM. H.H. Bypaenko

AKTYaJIbHOCTb HUCCJIEOBAHUS: OJHON U3 OCHOBHBIX IPUYUH BHE3AIIHON CEPJECUHON CMEpTH
y IeTeil 0e3 OpraHnuecKuX U CTPYKTYPHBIX 3a00JeBaHul cepia sBIstoTcs kananonatuu [1]. OgHoi
13 TPYAHO IMaTHOCTHPYEMBIX KaHAJIOTATHH SBISETCS KaTexoJaMUHeprudeckas nonumopduas xe-
nynoukoBas Taxukapaus (KITXKT) [2].

Leap uccaenoBaHus: MPoJAEMOHCTPUPOBATH CIOKHOCTH TUATHOCTHKY M JICUEHUS JAaHHOTO 3a-
OojeBaHUs y JIeTel JOUIKOIBLHOTO BO3pacTa.

MatepuaJibl 4 MeTOABI: IPOBEJCH aHAIN3 UCTOpUH Oosie3Hu pedbenka U. 5 net, HaxoauBIIErOCs
Ha 00cJIeIOBaHNH U JICYCHUH B KapauopeBmaroiorndeckom otneneHuu bY3 BO BOJKE Ne 1 ¢ 2015
o 2018 rr., a Takke BRIMUCHBIX AMHKPH30B OPI'BY3 «IIJIKb ®MBA Poccnm» LleHTpa cCHHKOTIATHHBIX
COCTOSIHUH W CEepJIeUHBIX apuUTMUHl y AeTelt u noapoctkoB ®MBA Poccum.

Pe3synbraThl. XKanoObl Ha TOOBOKpY)eHUs, n3MeHeHus: Ha DKI': Opaguaputmus, yKopodyeH-
Horo uHtepBaia PR, nenpeccus cermenta ST. OXoKr: cTpyKTypHBIX U3MEHEHUN B cepilie HE
BBISIBIIEHO. XOITEPOBCKOE MOHUTOpHpOoBaHue (XM): 3aperucTpupoBaHbl MapOKCHU3MBI TOITUMOP-
(hHOMH XKEITYyTOIKOBON TaXUKaApIHH, PEIUMPOKHON aTPUOBESHTPHUKYIIPHOU Y37T0BOH TaXUKapIUH
¢ UCC 250 yn/mun.ITapokcu3Mbl KynUPOBaHbI aMHUOAPOHOM, JICUCHUE OCIONKHUIOCH YIJTUHCHH-
eM uHTepBana QTc. Koncynsruposana B ®I'bY3 «I{JIKb HCCCA ®MBA Poccun». YcraHoBieH
nuarHo3: KarexomaMuHeprudeckas mouMopQHas KelyIoukoBas Taxukapans. [lapokcuzmanbaas
AB y3noBas taxukapaus. Ykopouenue natepBaia PR. Yumnenne unrepsana QT (BTopuunoe?).
AMUOmapoH OTMEHEH, Ha3Ha4YeH aTeHonon. [lunamnueckoe XM: BBISBIAIACh BbIpakeHHas Opa-
JOUKapaus, YKOPOUeHHBIH nHTepBal PR, KOpoTKHil mapokcu3M HEyCTOHYMBON monuMopdHOI xKe-
JTyAOYKOBOM TaxMKapAuH, IpU Harpy3ke 3HaduMoe cMelieHue cermenra ST. MckintoueHa BpoxkaeH-
Has aHOMallusl KOPOHAPHBIX apTepuil CHUHTUTpad el MUOKap/aa JIEBOTO XKelyaouka. PekomeH10-
BaHO MPOJIOJKEHUE TEPaAIIHH.

BoiBoabl. 1. JleTu co CTpyKTYypHO HOPMAJIBHBIM CEpAIeM, OpaguapuTMHeil Ha MOBEPXHOCTHOM
OKI 1mokost ¥ CHHKOIIE BO3HUKAIOIUMHU Ha ()OHE IMOIIMOHAJIIBHOTO CTpecca Wiu (pu3ndecKkon Ha-
IPY3KHU JOJDKHBI OBITH KOHCYJIBTHPOBAHBI JETCKUM KapAHOJIOroM ¢ menbio uckmoueHuss KIDKT
U IPYTUX HACJIEACTBEHHBIX MEPBUYHBIX cepaeuHblx apuTMuid. 2.9KI" kapTuHa Bo Bpems npucTyma
oMo p(PHOM HKEeTyT0UKOBOH TaXWKapIuH, BO3HHUKAoMas Ha (oHe pu3ndecKoil Harpy3KH MM03BO-
nset yctanoBUTh nuarno3 KIDKT. 3. XapakrepHbIX MpU3HAKOB aHOMAJIUH KOPOHAPHBIX apTePHH, 11O
pe3ynbrataM yriayOneHHoro oocnenoBanus, He BeisiBiIeHO. 4. Mmemuueckue namenenus DKI oue-
BHUJIHO OOYCJIOBJICHBI pEaKIMel KOPOHAPHOTro pyciia Ha THIIEPKATEX0JAMUHEMUIO.
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AKTYaJbHOCTb HCCJIeT0BAHUA: (OPMHUPOBAHNE MOTHBAIIMOHHON OCHOBBI MaTE€PHHCKOTO TTOBE-
JICHUS TIPOMCXOANT B T€UEHHE Bcel )ku3HU. [ 0TOBHOCTH OyyIieit MamMbl K TPYAHOMY BCKapMIITMBAHHIO
(I'B), KoTOpoe mporpaMMHpYeT 310pOBbe peOeHKa Ha BCE MOCIEAYIOUINE FO/Ibl, KpaiiHe HeoOXOAMMO.

Lean ucciie0BaHus: BHIIBUTH YPOBEHb TOTOBHOCTH K KOPMJICHHUIO TPYAbI0 OyIyLIUX AeTel
y CTapIIeKJIACCHHUII (MIOTEHIINANBHBIX MaTepei) 1 OepeMeHHbIX JKEeHIIHH.

MarepuaJjnbl 1 MeTOBI: MpoankeTupoBano 160 mkompauI] 10 1 11-x kMaccoB u 88 GepeMEHHBIX
KeHIIHH B Bo3pacTe oT 18 10 40 net (1-1 rpynna, 46 yei., — MocemaroT 3aHATUS B LIKOJIE MOJIOI0H
Marepu, 2-1 rpynna, 42 yesn., — He MOCEIA0T 3aHATHS).

PesyabraTsl. Kaxxas yeTBepTas crapliekiacCHHIIA 3HAET, YTO €€ KOpMIUTH rpyabio. He cormac-
HbI ¢ ['B coBpemennbix aeteit — 4%. [lomoBrHa cTapmekiacCHUI] 3HAET O MOJIOKUTEITHLHOM BIUSHUU
I'B Ha 310poBbe Aeteit u Mmarepeil. [ cBoux Oynymux aereit 89% mkonpaun BeioepyT I'B, 10% —
cMecH, 1% — KopoBbe U K03b€ MOJIOKO. [[oHsATHE «TOMUHAHTA JTaKTalum» 3HAOT 13% pecnonaeH-
Tok. [TouTn Bce cTapuieKiIacCHULBI BBIPa3WIM HETOTOBHOCTh K BOCTIpUATHIO HHpopManuu o I'B Ha
JIEKIUSX B mIKoyie. bepemenHble keHIUHBI (94%) 00Cyk1anu Bl BCKApMIIMBAHUS OYIyIIETro pe-
Oenka, HO B 1-if rpynmne — yame ¢ poacTBeHHuKaMu (39% mporus 12%), Bo 2-it — ¢ akymepom-
ruaekonoroM (74% mpotus 35%), penko — Ha JOPOIOBOM marpoHaxe ¢ neauarpom (15% u 14%
COOTBETCTBEHHO), C OyAyIIMM OTIIOM — TOJIbKO 3 uesioBeka l-i rpynnsl. bepeMeHHbIe )KeHIIUHbI
y3HAJU O MIKOJIaX MOJOJ0W MaTepu oT 3HaKOMBIX (35%), u3 CMU (7%), a mocerieHne 3aHsITHII B HUX
B 1,5 pa3a gamie peKOMeH/I0BAJIHM aKyIIePhI-THHEKOJIOTH, YeM TeauaTphl. TOIBKO TBOMM HU3BECTHO
BBIpaXEHHUE «JIOMHUHAHTA JAKTAINI», HO OHU HE MMOHUMAIOT €r0 CyTH.

BwiBoabI: nopopoBas nmoarotoeka k I'B sBisercst onpenensitomum GakTopoM IpoI0KUTETBHO-
CTH CPOKOB JaKTalllH, TOATOMY HEOOX0IMMO aKTUBH3UPOBATh €r0 MpoMaraHay Ha BCeX dTamax
MaTEepUHCTBA MEAUITUHCKUMHU PAOOTHHKAMH.
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