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OBLIASA XAPAKTEPUCTUKA PABOTHBI

AKTYaJIbHOCTDb TeMbl HCCJIEJOBAHUSA

Herckuil nepeOpanbubiii napanuy (ALII) - 3To rpynmna craOuibHBIX HapyIIEHUH Pa3BUTHUS
MOTOPUKH H TIOJJEP)KAHHS TI03bI, KOTOPHIE MPUBOIAT K OTPAaHUYCHUIO (YHKIIMOHAIBHOU
AKTUBHOCTH WM  JIBUTATEIbHBIM  HApPYIICHHSAM, OOYCIOBICHHBIM  HEMPOTPECCUPYIOIIUM
MOBPEXKJICHUEM W/WIM aHOMallued pa3BUBAIOLIETOCs TOJOBHOTO MoO3ra y IuloJa WId
HOBOPOXKJIEHHOTO pebenka [98].

JUII — camas 4yacTas HEBPOJIOTUYECKAs MATOJOTHS, NPUBOIAIIAS K WHBAIMAHOCTH Y
MalueHToB B Bo3pacte no0 18 mer [55, 249, 261]. Pacnpoctpanennocts LIl B Mupe ocraercs
JIOCTAaTOYHO BBICOKOM M coctamisieT 1,6-2,8 cmydas rHa 1000 >xuBopoxxaeHHbix geteit [107, 108,
181, 187, 306]. B Mockse pacnpoctpanennocts LT coctaBnser 1,9 ma 1000 >KUBOpPOXKIEHHBIX
nereit [3]. Onuaemuonorndeckue nokaszarenu LIl B 3HaUNTENHHON CTENEHH acCOIMUPOBAHBI C
recTallMOHHBIM BO3pacToM jereii; Hanbosee yacto JLII BcTpewaercs y HeTOHOLIEHHBIX JAETEH ¢
Maccor Tena mpu poxkaeHun <1000 r [249]. Cuumraercs, 4TO CpeAW HEIOHOIICHHBIX JECTEH C
IKCTpEMaJIbHO HU3KOM Maccou Tena mpu poxaeHuu puck Gopmuponanus LT Bo3pactaer 100-
KpaTHo [242, 257].

OTa Maroyorus 3aTparuBaeT CIEKTP MHTEPECOB HE TOJIbKO HEBPOJIOTOB M OPTOINEIOB, HO U
MIpe/ICTaBUTENIeH MHOTHX JAPYrUX NeAuaTpuueckux creuuainbHocted [96, 119, 250, 307]. Tem He
MeHee, B Halllell CTpaHe M0 HacTosllee BpeMs He pa3paboTaHO METO0JIOTUN TUArHOCTUYECKOTO U
peabUINTAlIMOHHOTO aIrOPUTMA 0 COMPOBOXKICHUIO JETEW C AETCKUM LepeOpaaIbHbIM NapaanioM
cnenuanuctaMu pasHeix npodwuineit. IlpeacraBnenmss o JIII, kak o0 mnpeuMyIecTBEHHO
JIBUTATEIBHOM MAaTOJOTHH, HA MPOTHKEHUH MOCICTHUX NeCATUICTUNA 3HAYUTEIIbHO MEHSUIUCH, U, B
HacTosiee BpeMsi 3a00JIeBaHME CUYMTAETCS KOMIUIEKCHBIM, 3aTParMBalOLIUM MHOTHE CHCTEMBI
rOJIOBHOI'O MO3ra, 4TO OOYyCIaBIMBAeT HEOOXOAMMOCTh METOJIOJIOTMYECKOTO H3Yy4eHUs JaHHOU
(hOpPMBI IMATOJIOTHH C IEIBI0 OTIPEIeTICHU 0COOCHHOCTEH TeueHus 3a001eBaHus Ha (POHE JICUCHUS U
peabmwmTanuu nanueHTos [8, 71, 169, 267, 295].

MHorue BONpoChl MEIUIIMHCKOTO conpoBoxkaeHus aeren ¢ LI ocraroTcs HepemeHHbIMM.
Jo cux nop mamumentsl ¢ Il Bakuumnupyrorcs no wuHauBUAyalibHOMY HanmnonampHOMY
KaJIeHJaplo0 NpO(UIAKTUYECKUX MPUBUBOK B OIPAaHUYEHHOM oObeMe JIMOO HE BaKIHMHHUPYIOTCS
BoBce. /laHHOE 00CTOSATENBCTBO CO3/Ia€T CYLIECTBEHHBIE PUCKU 10 3a00J1€BaHUI0 UH(PEKITMOHHBIMU
0one3HsMU JeTedl ¢ JAETCKMM LepeOpajibHbIM MapajJudoM M YBEJIWYHMBACT MPOCIOUKY
HEMMMYHHU3UPOBAHHBIX TIpaXKJaH, 4YTO, B CBOI OuE€pelb, HEraTMBHO CKa3bIBaeTCs Ha
AMUEMHUOJIOTHIECKON 00CTaHOBKE BCel CTpaHbl B 11esioM [ 165, 326].

TpyAHO mNepeoLeHUTh 3HAUYE€HUE U BIUSHUE HYTPUTUBHOIO CTaTyca JAeTed, CTpaJaroliux
JETCKUM LiepeOpalbHbIM MapajindyoM, Ha UX peadMIMTaluOHHBbIA noTeHuHal. O HapyleHHsX
HyTputuBHOTO ctaryca y aereit ¢ A1 coobmaror Ctynenukun B.M. (2016), Scarpato E. u coasr.
(2017), Aydin K. u coart. (2018), a Taxxke Garcia {figuez J.A. u coarr. (2018). HecmoTpst Ha
HE0OX0IMMOCTb MCCIIEI0BAaHUS U IPOBEACHUS CBOEBPEMEHHON aJIeKBaTHOM KOPPEKIIMH HApYIIEHUH
HYTPUTHUBHOTO CTaTyca JaHHbIX MallMEHTOB, MPUBJICYEHHUE JAUETOJIOTOB K MX JICYEHUIO, IIO-
MpEeKHEMY, OCTAETCsl HEIOCTaTOuHbIM [63, 64, 93, 157, 293].

Muoroo6pa3ue TEeHETHYECKH JeTEPMUHUPOBAHHBIX OO0JI€3HEH, HMUTHUPYIOMHUX KIMHUKY
JIETCKOTo 1epeOpalbHOTO Mapajinya, IUKTYeT HE0OXOAUMOCTh Y4acTusl KIMHUYECKUX T€HETUKOB, a
TaKKe MPOBEJICHUS TeHETUUECKUX UCCIIe0BaHuM y 00sIbHBIX ¢ Togo3penuemM Ha J[III1 kak MoxHO B
6osee pannue cpoku [121, 131, 191, 197, 206, 207, 236]. B TeX KIMHHYECKUX CUTYaIUIX, KOTAa
nMeercst penkoe (opdannoe) 3aboneBaHue, IS KOTOPOro pa3paboTaHa IMaTOreHETHYECKas
(dbepMeHTO3aMeCTUTENNbHAS TEPaIlns, 3T0 HE TOJbKO COXpaHSET *U3Hb peOeHKa, HO U 3HAYUTEIbHO
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yJIydlIaeT KayecTBO €ro *HU3HH, 3aMeUIseT HacTymieHue uHBanuauzauuu [44, 53]. Heobxonumo
OTMETHUTh, YTO paHHAS BepUUKAIMSI TCHETHUYECKH OOYCIOBJICHHBIX OOJIE3HEH, MaCKUPYIOIIHXCS
non JIIIII, mo3BoyisieT yMEHBIINUTh YAaCTOTY POXKIACHUS OOJIBHBIX JIETEH B OTSTOIICHHBIX CEMBSX,
cokparias 3a00J€BaeMOCTh B POCCHIMCKON momyssuuu B 1mesnoM. Kpome Toro, cBoeBpeMeHHas
JTMArHOCTHKA Ja€T BO3MOXKHOCTh 3HAYMUTEIHLHO COKOHOMHTH (papMako3aTpaThl U JAPYTHUE PECYpPCHI
MIPU OpraHU3alMK JIe4eOHOTO M BOCCTAHOBHTEIIBHOTO Ipolecca y OOJIBHBIX NIETEH, 4TO MMEET, B
TOM YHCJIE€, U OTPOMHOE COIIMAJILHOE 3HAUYCHUE.

MynbTUIMCIUIUIMHAPHOCTh M KOMIUIEKCHBIM TOJXOJ SBJISIFOTCS OCHOBOM COBPEMEHHBIX
npencrasieHuit o npodneme JLII y nerelt, moApOCTKOB U COBEPILEHHOJIETHUX MAaLUEHTOB [264].
[TosToMy BCe HOBEWIINE AOCTHIXKEHHS COBPEMEHHOM KIMHUYECKOW MEIHMIIMHBI HEOOX0IUMO
MaKCUMaJbHO HMMIUIEMEHTUPOBATh B TPAKTUKY TOBCEIHEBHOW MCSATEIHHOCTH CIICIIMAIMCTOB
pa3IUYHBIX BpavyeOHBIX CIENUATBHOCTEH, 3aJCHCTBOBAHHBIX B OKA3aHWHU IMOMOIIM IalMCHTaM,
CTPaJIalOIINM 3TUM HEPEIKUM BHUJOM HEBPOJOTUUYECKOMN MAaTOJIOTHH.

CreneHb pa3paGoTaHHOCTH TeMbl HCCJIeI0BAHUS

B Poccuiickoit @enepany MUPOKO 0OCYKIAETCS 3HAYUMOCTb MYJIBTUIUCIUIUIMHAPHOTO
conpoBoxaeHus nered ¢ JLII B KOHTEKCTe METOJOB BOCCTAHOBUTEIBHOTO JICYEHUS, IIPU ITOM
JUArHOCTHKE U JIEYEHUI0 KOMOPOWIHOW MAaToJIOTMM, OKa3bIBaIOLEH HEraTWBHOE BIUSHUE Ha
TE€YEHHE JETCKOro lLiepeOpaibHOro mapajiuya, He yIensercs IOJDKHOro BHUMaHus. OTcyTrcTBHE
muddepenunanbHo-quardoctuyeckoro  anropurma  JLII ¢ HaciaeacTBeHHBIMH — 0OJIE3HSAMU
MPUBOJUT K TUIOJMArHOCTUKE I'€HETUYECKU JETEPMUHUPOBAHHBIX 3a00JIEBAHUN B KIMHUYECKOU
MpaKTUKE M OLIMOKaM B TaKTHUKE BeleHUs MmauueHToB. OcTaeTcs HEIOOLIEHEHHBIM BIHSHHE
OEJIKOBO-?HEPIeTUYECKON HETOCTAaTOYHOCTH Ha TE€UYEHHE JIETCKOTO LiepeOpallbHOTO Mapajinya, 4ro
BMECTE C OTCYTCTBHEM QITrOpUTMa JAUATHOCTUKH W KOPPEKIHMHM HYTPUTHBHBIX HapyIIECHUU
MIPUBOJIUT K HEOKA3aHUIO CBOEBPEMEHHOM M aJICKBATHOW MEIMIIMHCKOW oMoty 6osbHbM LI, 1,
KaK CJIEJICTBUE, K CHIYKEHHUIO UX peadMINTAallMOHHOIO MTOTeHIMala. B KinmHn4Yeckue peKoMeH1aluu
no LIl m B craHmapTel OKa3aHHWs NEPBHUYHOW MEAMKO-CAHUTAPHOM M CHELHAIM3UPOBAHHOMN
MEIMIMHCKON IOMOIIM Ha JTanax JIWAarHOCTUKH M JICYEHUS HE BKIIOYEHBI Bpayd pa3iIMYHBIX
CHEIHaIbHOCTEH, HEoO0XOoAMMbIE JUIsl OOecreyeHUs] MYJIbTUIUCHUILUIMHAPHOTO MEAULUHCKOIO
COIPOBOKJCHHUS JIeTel C NETCKUM LiepeOpaIbHbIM MapaTudOM.

B nacrosem uccienoBanun npeacrasieHsl cTpykrypa LI, KIMHUKO-UHCTpYMEHTaIbHbIE
xapakTepucTuku pasubix Gopm JLII; onpenenensl npeauKTOphl, YKa3blBAIOIIUE HA BEPOATHOCTD
TEYEHHs] T€HETUYECKH JIeTepMHUHUPOBAHHOrO 3abosieBanusi, umurupyomero LI, u npeanoxen
mudpdepenunanbHo-quarnoctuueckuit anroput™ LTI ¢ HaciencTBeHHbIMU OO0J€3HSMU; OLICHEH
CHEKTp KOMOPOMAHON MAaTOJOIMM; YINIYOJE€HHO W3Y4eH HYTPUTHBHBIM cTaTyc U pa3paboTaH
QITOPUTM JIMArHOCTMKA W KOPPEKIMM HYTPUTHBHBIX HapymeHud y xaered c¢ LIl wu
COMYTCTBYIOLIEH  OEJIKOBO-IHEPre€THUECKONM  HEJAOCTAaTOYHOCTHIO;  HAy4YHO 0o00oCcHOBaHa
HE0OX0IMMOCTh O0ecreueHus] MYJbTUAUCIUIIIMHAPHOTO MEIUIIMHCKOTO COMPOBOXKACHUS JETEH C
JUIT m pacmmpeHuss nepedyHs: NPOQUIbHBIX CIEHHUAIUCTOB, BKIIOYEHHBIX B KIMHUYECKHE
pexomenanmu 1o LI u ctangapTel okazanust METUIMHCKON oMoy 6osbHbM JITTT.

Hean HCCJIeI0BAHMSA: 000CHOBATH HEOOXOAUMOCTh  MYJIbTHAUCLUUILIMHAPHOTO
COMPOBOXKICHUSI JEeTe C JEeTCKUM LepeOpajbHbIM MapajJdyoM Ha JAMArHOCTHUYECKOM U
TEpaneBTUYECKOM 3TaIlax OKa3aHUs MEAULUHCKON ITOMOIIIH.



3ajgaum ucciie0BaHUs:

1. Omnpenenuts CTPYKTYpy JETCKOro LEepeOpaJlbHOrO Iapainuya Ha IpUMepe
MAUEHTOB, MOJYYaIUX CHENUAIN3UPOBAHHYIO MOMOIIL Ha 0a3e (enepaabHBIX MEIUIIMHCKUX
YUPEKICHUM.

2. N3yunTh KIMHUKO-UHCTPYMEHTAJIbHYIO XapaKTEPUCTUKY U OO0bEM MEIULUHCKOMN
MIOMOIIY Y JIeTeH C IETCKUM LiepeOpalibHbIM IapaaIrnioM.

3. Onpenenutb  CTPYKTYpY M KIMHUKO-MHCTPYMEHTAJbHYIO  XapaKTEPUCTHUKY
IFeHETUYECKU JETEPMUHUPOBAHHBIX 00JI€3HEH, UMUTUPYIOLIUX JETCKUI 1iepeOpanbHbIN apanud.

4. Pazpaborats muddepeHnanTbHO-AMArHOCTUIECKU T AITOPUTM JIETCKOTO
1epedpaIbHOTO Mapaania U HaCcJIeACTBEHHBIX 00JIe3HEH.

5. OneHuTh CHEeKTp KOMOPOMIAHOW MATOJOTHU y OOJIBHBIX JETCKUM LepeOpaIbHbIM
apagTuyoM.

6. OneHuTh HYTPUTHBHBIM CTaTyC U XapaKTep MNHUTAaHUA Yy OOJIbHBIX JIETCKUM

1epedpaIbHbIM MApPAIMYOM W COMYTCTBYIONIEH OEIKOBO-IHEPreTUYECKOW HEJO0CTaTOYHOCTHIO, a
TaK)X€ OLIEHUTh IPPEKTUBHOCTh KOMIUJIEKCHBIX JIEYEOHBIX MEpPOIPHUSITHI, HAIpaBJIEHHBIX Ha €e
KOPPEKIIHIO.

7. Pa3paborars anropuTM [MAarHOCTUKM U KOPPEKUUHU OEIKOBO-IHEPreTHUECKON
HEJ0CTAaTOYHOCTHU y JETEeH ¢ JETCKUM IiepeOpaibHbIM apaTuioM.

8. O6ocHOBaTh HEOOXOJAMMOCTH IMPHUBJICYEHUS CHELMATUCTOB Pa3HbIX Mpoduied Ha
JTamax JAUAarHOCTMKM M JICYEHUS JETCKOro IepeOpajJbHOTr0 mapaiuya Jis ONTUMHU3AINU
MEIULIUHCKON TTOMOIIY.

Hayunas HoBu3Ha

Brnepsrie uzyuena crpykrypa JLII ¢ onpeaenenneM HO30JI0THIeCKUX (HOPM, UMATUPYIOIIHX
nuarao3 JILIIT.

Ycranosneno, uro y 12,3% mamnueHnToB, HaOmomamuxcs ucxoqHo ¢ auarnoszom LI, B
MOCJeAyIoNEeM ObIIO BepU(DUIIMPOBAHO HACIIEICTBEHHOE 3a00JIEBaHHE.

Onpenenenbl  KIMHUKO-UHCTPYMEHTAJIbHBIE  INPEAUKTOPBI,  Tpelyrolue  MNpoBEACHUS
yriayonenno muddepennuansHor auarnoctuku Il ¢ reHernueckn AeTepMUHHPOBAHHBIMU
00JIEe3HAMHU.

Pazpaboran muddepenunansuo-guarnoctuueckuii anroput™ LIl ¢ HacineacTBeHHBIMU
00JIE3HAMHU.

BoisiBneHo, uyto [lpyroii Bua JeTckoro uepeOpajibHOro mapajinya IO CBOUM KIMHHKO-
MHCTPYMEHTAJIbHBIM XapaKTEPUCTHKAM 3aHUMAeT IIPOMEKYTOUHOE I0JIO)KEHHE MEXJy CcaMou
Tsokenon  gopmoit JILIT — cmactuueckum 1epeOpajbHBIM HApajJddoM W HACJIEICTBEHHBIMU
0one3HsMu, 4To TpeOyeT MpoBeACHUs TINATEIbHON JupdepeHIHaTbHON JUarHOCTHKU C
[IPUBJICYEHUEM I'€HETUKA U TIPOBEACHUEM I'€HETUUECKUX UCCIIEI0BaHU.

KoncrarupoBano, uto onenku no mkaie APGAR 7-9 6amnoB kak Ha 1-if, Tak U Ha 5-i
MUHYTax J>KW3HH, HE MOTYT paccMaTpUBaThbCs KaK HPEJUKTOPbI, aOCOJIOTHO HCKIIOYAIOIINe
paszButue y peoenka LI B mocaemyromem.

YcTraHoBiieHO, 4TO OOTYJIMHOTEpamusi, HECMOTpS Ha JOKa3aTelibHyl0 0a3y, B HacTosIlee
BpeMsi HE SBJSETCS METOJOM BbIOOpa B peabwiutannoHHOM anroputme aererr ¢ JLIT nu
MPUMEHSETCS] TallMeHTaM, YK€ [OJy4aBUIMM JUIMTEIbHYI0 TEpamuil0 MHOpellakcaHTaMu 0e3
JIOCTaTOYHOTO IMOJIOXKUTEIbHOrO KiIMHHYeckoro s¢¢exra. IlokazaHo, 4ro neTH, MNOJIy4aBIIHE
OOTYJIMHOTEpANIO,  COXPAaHAIOT  KOMIUIAGHTHOCTb B OTHOIIEHUHM  OITOrO0  MeEToja
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BOCCTAHOBUTEJILHOIO JICUEHUS B CBSI3U C 0Oojee OBICTPHIM U BBIPAKEHHBIM IOJI0KHUTEIbHBIM
KIIMHUYECKUM 3(PPEKTOM, YeEM Ha Teparuy aHTUCIIACTUYECKUMHU JIEKApCTBEHHBIMU IpenapaTaMu.

Ompenenen cnexktp komopOumHoi maronorun y OonbHbix JIIIII. BeisiBneHo HeraTtuBHOE
BJIMSIHUE CTOMATOJIOTMYECKOM IaToJIOTUM Ha ycyryoneHue umeromeiics y mnaunueHtoB ¢ JIII
0EJIKOBO-3HEPIr€TUYECKON HEJOCTaTOYHOCTH.

Brnepsbie B PO yriny6nenHo uszydeH HyTpuTuBHBINA ctatyc aereit ¢ JJLII u comyrcrByromeit
OEJIKOBO-2HEPI€TUYECKOM HEIOCTAaTOYHOCThIO U ONpPENENEeHbl NPUYUHBI €€ BO3HUKHOBEHMS.
Brnepsrie uccnenoBan cocras tena aetreit ¢ LI ¢ momornisio Ononmmne1aHcoMeTpHH.

Pa3paboTtan anroput™ IMarHOCTUKU U KOPPEKLMU HYTPUTUBHBIX HapylieHuil y aereit ¢ JLI1
1 COMYTCTBYIOIIEH OEITKOBO-IHEPTeTUYECKON HEJOCTATOYHOCTHIO.

YcranoBneHo, 4to mpoduiiakTHYecKass BakIMHALAS HE mpoBeneHa y 62,6% nereit ¢ LI B
CBSI3M C HEOOOCHOBAHHBIMHU MEIUIIMHCKUMU OTBOJJAMH 110 OCHOBHOMY 3a00JI€BaHUIO.

Ob6ocHOBaHa HEOOXOIUMOCTh MYJIbTUIUCIUILIMHAPHOTO compoBoxaeHus nererd ¢ JLII B
KOHTEKCTE COIIOCTAaBJICHUS IIOJYYEHHBIX B XOJE HCCIEAOBAaHUSA pe3ylbTaTOB M aHaIW3a
HOPMAaTUBHBIX JTOKYMEHTOB, YTBEPKICHHbIX MuH3apasoM P®, u pernmameHTHUPYIOIIHUX OKa3aHUE
MeaunuHceko nomomu aersMm ¢ JUII (crangapTel nepBUYHOM MEAHMKO-CAaHUTAPHOW MOMOIIU U
CHEIHATM3UPOBAHHOW MEIUIIMHCKOM IOMOIIHM, KIMHMYECKHE PEKOMEHJallMu), Kak Ha JTare
JMAarHOCTHKY 3a00JI€BaHus, TaK U BO BPeMsI JICUEHHUSI U KOHTPOJIS 3a HUM.

Ha ocHOBaHMM TIIpOBEAEHHOIO HWCCIEAOBAHUSA JaHbl PEKOMEHJALMKA 110 BHECEHUIO
JOTIOJIHEHHH B AelcTByromne B Poccuiickoit @enepanuu CTaHIapThl OKa3aHUS MEAMIIMHCKOMN
nomotu aetsm ¢ JLIT u kimmandeckue pexomenaanuu no JLII, HampaBnenHbie Ha oOecriedeHre
MYJIbTUAUCIMUILIIMHAPHOTO COMPOBOXKACHUS IETEH ¢ JETCKUM IiepeOpaibHbIM MapaTudoM.

TeopeTnyeckasi 1 NpaKkTHYeCKasi 3HAYUMOCTD

B pesynbTrare HacTosIIero nccieoBaHus onpeaeneHa crpykrypa nuarunosa JLIT u mokazano
npeobaaHue ero CnacTUIecKux GopmM. Y CTaHOBICHO, YTO olieHKH 1o mkaie APGAR 7-9 6amios
Kak Ha 1-W, Tak W Ha 5-W MHUHYTaxX >KM3HH HE SBIAIOTCS MPEAUKTOPAMH, aOCOIIOTHO
UCKIIovaromumMu  pa3Butus  y peodenka JIUII B mociemyromem. Ormpenenena CTpyKTypa
HanpasuTenbHoro auarxHosza JUII ¢ onpenenennem reHeTHyecKd AETEPMUHUPOBAHHBIX OO0JIE3HEH,
MMUTHUPYIOIINX KIMHHUKY AETCKOro LepeOpajbHOro napajinya. Y CTaHOBJIEHO, YTO y HAIlMEHTOB C
BEpU(UIMPOBAHHBIM T'€HETUYECKH JETEPMUHUPOBAHHBIM 3a00J€BaHUEM B IOJABIISIIOIIEM YHUCIIE
HaONIOACHUN TIEPBOHAYAIILHO YCTAHOBJICHHBIM auarHo3om sBisiercs [pyrow Bunm JIII. Ha
OCHOBAaHUM CPAaBHUTEIBHOIO aHAIW3a KIMHUKO-MHCTPYMEHTaIbHbIX Xapakrepuctuk JLII wu
HACJIEICTBEHHBIX OOJIE3HEM  OmpeneneHbl MPEAUKTOPBI, YKa3bIBAIOIIME HA BEPOATHOCTD
IreHETUYECKU 00YCIIOBJICHHBIX 0one3Hel, TpeOytoriue IIPOBEICHUS THIATEIbHOM
g depeHunalbHON UAarHOCTUKKA C IPHUBJICYEHHEM TIE€HETUKAa U IPOBEJIEHUEM TI'€HETUYECKUX
uccnenoBanuid.  Paszpaboran  muddepenunanbHo-muarnoctuyeckuii - anropurm - JLIT ¢
HACJIEICTBEHHBIMU OOJIE3HSIMH.

B pesynbraTe uccieqoBaHus yCTAHOBJIEHO, YTO OOTYJIMHOTEPAINHUs MPOBOJUTCS B MO3IAHHE
CPOKM  BOCCTAaHOBMTEIBHOTO  JICYEHHs, IIOCIE€  HEJOCTaTOYHO  J(PQPEKTUBHBIX  KypCOB
MEMKAaMEHTO3HOW  aHTHCIIACTUYECKOW  TepamuH, 4YTO  HEraTMBHO  CKa3blBaeTcsd  Ha
peabmwimTanioHHOM ToTeHIane OonbHbIX JILII. YcTtaHoBieHO, YTO KOMIUIAGHTHOCTH B
OTHOIIEHUH UHBEKIUN OOTYIMHUYECKOTO TOKCHHA TUIa A 00YCIIOBJI€HAa OBICTPHIM U BbIPAKECHHBIM
MOJIOKUTEIBHBIM 3 (EKTOB MU JIeUeHUU cnacTuuHocTu y aeret ¢ JALIII.

Omnpenenex cekTp KOMOPOUIHOM NATOJIOTHH Y AETEH ¢ AETCKUM LiepeOpaabHbIM MMapaluyoM.
YcranoBneHo, 4YTO TICEBAOOYNBOApPHBIM CHUHApPOM, AWCharuss U CIIOHOTCUYCHHE OKa3bIBAOT



HETaTUBHOE BIIMSIHME HA TUIMEHUYECKOE COCTOSHME IIOJIOCTH pra. B cBow ouepens,
CTOMATOJIOTHYECKAast [aToJIOTUSl ~ yCyryojseT  UMEIoulyrcs OEIIKOBO-3HEPreTUYECKYIO
HEJ0CTAaTOYHOCTh Yy OOJIBHBIX JETCKUM IiepeOpaibHbIM MapaTudoM.

[IpoBeneno yriyOlieHHOE W3Y4€HHE HYTPUTUBHOTO cTaryca y OOJBHBIX JETCKUM
1epeOpaIbHbIM MApaTMYOM M COIYTCTBYIOHICH OEIKOBO-IHEPreTUYECKON HEI0CTaTOYHOCTHIO.
YcranoBneHo, yto, nMmeromnasics y naruentoB ¢ LI 6enkoBo-sHepreTnyeckas HEJOCTATOUYHOCTD,
CBsI3aHA C HEJOCTATOYHBIM MOTPEOJICHUEM MAaKpPOHYTPUEHTOB M HU3KOW KaJIOPUHHOCTHIO paloHa
NATaHUs. J[MHaMUYECKUil KOHTPOJIb NIOCIIE TPOBEACHHOW HYTPUTUBHOM KOPPEKIUHU C IPUMEHEHUEM
CHEIHAIM3UPOBAHHBIX MPOJIYKTOB Ui HYTPUTUBHOM MOJJIEPKKH IOKa3aJl —yBEJIMYEHUE
AHTPONOMETPUYECKUX MHJIEKCOB U OCHOBHBIX ITOKA3aTEJIEN COCTaBa Teja, HAPSAMYIO CBSI3aHHBIX C
¢buznyeckoit paboTOoCTIOCOOHOCTHIO, @ 3HAUUT, U C peadUINTALIMOHHBIM MOTeHLHaioM. Pa3zpaboTan
QITOPUTM JHATHOCTUKH U KOPPEKIIMHM HYTPUTUBHBIX HapymeHui y nere ¢ LI

YcTaHoBIIEHO, YTO  MHOrooOpasue T'€HETHMYECKHM JIETEPMHHHPOBAHHBIX  OoJie3HEl,
umutupytormux — JAIII, Hanuune KOMOPOMAHONW  COMAaTMYECKOM  IMaToJIOTWH, HETraTUBHO
CKa3bIBAIOLLIEHCS Ha TEYEHUUM OCHOBHOTO 3al0JieBaHUs, OOYCIaBIMBAIOT HEOOXOJUMOCTh
obOecrieyeHUsT MYJIbTUAUCHUIIIIMHAPHOTO CONPOBOXKJEHUS JETe C JETCKUM LiepeOpanbHbIM
[apaJMdoM C MPUBJICYEHUEM T€HETHKA, CYpI0JI0Ta, CTOMATOJIOTa, JETCKOr0 XUPYypra, AUETOJIOra U
IIPOBEJCHUS aHAIM3a COCTaBa Tela.

[IpakTnyeckass 3HaYMMOCTb COCTOMT B pPa3pabOTKE pPEKOMEHJIAui 10 00ecHeuyeHuIo
MYJbTUAUCHUIUIMHAPHOTO conmpoBoxkaeHuss nerer ¢ JUII, yro oOecneunt yBenudyeHue
peabuINTallMOHHOTO MOTEHIMAalIa U MOBbIIeHHE 3P(PEKTUBHOCTH BOCCTAHOBUTENILHOTO JICUEHHUS:

1. [Ipumenenue paszpabotaHHoro audpGdepeHInaTIbHO-IMarHOCTUYECKOI0 alropuTMa
JUIT ¢ HacneacTBeHHbIMM O0J€3HSAMHU 00€CIEeYMBACT DPAHHIO BEPUPHUKALUIO TE€HETUYECKU
JNETEPMUHUPOBAHHBIX 3a00JIEBAaHUN, CBOEBPEMEHHOE Ha3HAu€HUE aJIeKBaTHOW Teparuu, YTo
MO3BOJISIET YAYULIUTh KAUECTBO KU3HU OOJIBHBIX U 3aMEUINTh HACTYIUICHUE WHBAJIMU3AIIH.

2. [TonydeHHbsie pe3ynabTaThl MOKA3bIBAIOT HEOOXOJUMOCTh PAHHETO BKIIOYCHUS
OOTYyIIMHOTEpanuu B peabuiauTanmoHHbid anroputM aeteit ¢ LI, yto mpuBeneT kK coXxpaHEHUIO
MPUBEPKEHHOCTH K TEPaluU U IMOBBICUT NMEPEHOCUMOCTb U 3(PPEKTUBHOCTh KOMIUIEKCA JIPYrHX
METOJI0B BOCCTAHOBUTEJIBHOIO JICUEHUSI.

3. VYcTaHOBIIEHHBIE JaHHbIE O HEOOOCHOBAHHBIX MEIUIMHCKUX OTBOJAX OT
npodunakTuueckor Bakiuuanuu nerer ¢ LI yka3piBatoT Ha HEOOXOAMMOCTh YBEITMUEHUSI OXBaTa
npodUIAKTUYECKON BaKIIMHAIIMEH COTJIACHO HalMOHaJIbHOMY KajeHmapro OompHbIX JIIII, uTo
MPEIOTBPATUT PAa3BUTHE Y HUX TOKENbIX HHQEKIHMOHHBIX 3a00JIeBaHUH M BO3MOXKHBIX
OCJIOKHEHUH.

4. Pa3paboTaHHbIil alropuT™M JUArHOCTHUKUA U KOPPEKUMH HYTPUTUBHBIX HAapyLIEHUUN
MO3BOJISIET ONTUMHU3UPOBATH AUETOJIOIMUECKUE MEPOIPUATHS, YTO MOBBIILIAET peaOUINTAI[MOHHBII
nmotenuuan gereu ¢ JALII.

5. [IpennoxeHHble JONOJHEHUS K HOPMAaTUBHBIM JOKYMEHTaM, perjiaMeHTUPYIOIINM
oKa3zaHue MenuuuHckoi momomm nersm ¢ JUII (ctanmapThl mepBUYHONW MeENMKO-CAHUTAPHOU
MOMOILIM M CHEIHAJU3UPOBAHHOM MEIUMIUHCKON IOMOIIM, KIMHUYECKHE PEKOMEHalun),
obOecrieyar MYJIbTUIUCHUIUIMHAPHOE COMPOBOXKACHHE OOJIBHBIX, MO3BOJISAT ONTUMH3UPOBATH
IUarHOCTHUYECKUH M JIe4eOHbI mpollecc, YTO CYIIECTBEHHO YIYYIIUT COMAaTHYECKHi,
HYTPUTUBHBIN U HEBPOJIOTMYECKHI CTaTyC NAMEHTOB C JETCKUM IepeOpaibHbIM MapaTudoM.



Buenpenue pe3yabTaToB padoThbl B IPAKTUKY

OcHOBHbIE pe3yJbTaThl, HAYYHbIE Pa3pabOTKU U MPAKTUYECKUE PEKOMEHIAINN, U3JI0KEHHbIE
B JIUCCEPTALIMH, BHEAPEHBI B HAYYHYIO M KIIMHUYECKYIO MPAKTUKY OTAEICHUS IICUXOHEBPOJOTHH U
IICHXOCOMAaTUYECKOM  MAaTOJOTHUH, OTAEJIEHUS IaTOJOTMHM  PAaHHEro JETCKOTO  BO3pacTa,
KOHCYJIbTATUBHO-AMarHOCTUYECKOTO IeHTpa HaydHo-uccienoBarensckoro naerutyra lleguarpun
OI'AY  «HauvoHaIbHBIA  MEIMLIHMHCKUN  WCCIENOBATEIIBCKUNA  LEHTP  3/10POBbS  JETEH»
MunuctepctBa 3apaBooxpaneHus Poccuiickoit @enepanun (manee — OI'AY «HMUL] 310poBbs
nereity MunzapaBa Poccum); otmenenus gerckod ncuxoneposorun  DPIBY  «UKB ¢
MOJMKINHUKOW» YrpaBinenus naenamu lIpesmpenta P®; oTaeneHns HEBpPOJIOTMM  MIIAIIIETO
BO3pACTa, OTIEIECHUS HEBPOJOTMM CTaplIEro BO3pacTa M KOHCYJIbTATUBHO-AMArHOCTUYECKOU
nomukiauHukn ['BY «Pecnybnukanckas nerckas kinuHudeckas OonpHuna uMm. E.II. T'muakwm» r.
I'po3ubiii, Yeuenckas PecnyOnuka; NCHXOHEBPOJOTUYECKOTO OTACIEHUS C KapAUOJIOrMYEeCKUMHU
koiikamu I'BY3 «PecnybnukaHnckass Jerckas KIMHUYecCKass OojbHUI@» MuHUCTEpCTBa
3npaBooxpanenust PecmyOomuku CeBepnas Ocetust — Ananusa r1.BnaagukaBkas, PecmyOnuka
Cesepnas OceTust — Ananus.

Martepuansl paboTbl BHEJPEHBI B Mearoruuyeckuii mpouecc kadeapsl neguaTpund U AeTCKOn
peBmaronornu  nexuarpudeckoro  (daxympreta [BOY  BIIO  «IlepBoiii  MoOCKOBCKHUIA
rocyllapCTBeHHbIH ~ MeauUUHCKUM  yHuBepcuter wuMm. WM.M. CeueHoBa» MuHucrtepcTsa
3apaBooxpanenust Poccuiickoit denepanuu.

MeTtono/10rust 1 MeTobl HCCJIEOBAHUSA

[Ipu BemMoOnHeHMH pabOTBI OBUT MPOBEJACH TIIATEIBHBI aHAIU3 COBPEMEHHBIX
OTEYECTBEHHBIX U 3apyOEKHBIX JAHHBIX, KACAIOMIUXCS BOMPOCOB 3THUOJIOTHH, SIMUIEMHUOJIOTHH,
MaToreHes3a, TMarHoCTUKH, AU depeHInaaTbHON TUarHOCTUKH, KITMHUYECKUX U MHCTPYMEHTAIBHBIX
XapaKTEPUCTHK, KOMOPOUTHON MATOJIOTHH, HYTPUTUBHOTO CTAaTyCa U BOCCTAHOBUTEIBHOTO JICUCHUS
JETCKOro  1epedpanbHOro  mapaiuya. bbuaM  ucrosnb3oBaHbl — KIMHMYECKHE — (aHAIW3
QHAMHECTUYECKHX JAHHBIX, OIIEHKA COMaTHUYE€CKOTO, HYyTPUTUBHOTO U HEBPOJOTUYECKOTO CTATYCOB,
OIIEHKA TCUXWYECKOTO Pa3BUTHS) M HHCTPYMEHTaJbHbIE (MarHUTHO-PE30HAHCHAs ToMorpadus
TOJIOBHOTO MO3ra, PEHTICHOBCKOE OOCJIEeI0BaHHEe Ta300€IpEHHBIX CYCTaBOB, BHA€0-OII
MOHHUTOPUPOBAHUE, TaHAEMHas MacC-CIIEKTPOMETPHS, MAacCOBOE MapauleIbHOE CEKBEHUPOBAHME
(NGS) mis ananm3a TapreTHBIX O0JIacTel TeHOoMa, CEKBEHHpOBaHHE MeTojoM CaHrepa, MeToxd
MYJIbTUIUIEKCHOW JurasozaBucumor amminpukanuu npod (MLPA) nns nmoucka aenmenuit u
OYIJIUKAIMA B TapreTHBHIX TEHOMHBIX OOJACTAX, XPOMOCOMHBIH MHUKPOMATPUYHBIA aHAIH3,
OMOMMIIEZIAaHCHBIN aHAJIW3 CcOoCTaBa Teina). B ucceprailmoOHHOM HCCIIEIOBAaHUM MCHOJIb30BAIH
naHHble oOcnemnoBanus 357 pereit ¢ HanpaButenbHbIM quarHo3om JILIII, B Bo3pacte ot 1 romga mo
17 ner 11 mecsaueB. AHanu3 NOJTYYEHHBIX JaHHBIX MPOBOJAWIN B COOTBETCTBUU C COBPEMEHHBIMHU
METOJIaMH, BKJIIOYAIONIMMHU CTAaHJAPTHBIC METOJbl ONMUCATEIBHON CTATUCTHUKHU: pPacyeT CPEIHUX
BEJINYMH, OTHOCUTEIIbHBIX BEJIUYHH, CTAHAAPTHBIX OTKIOHEHHH, 95% N0oBEpUTEIHHBIX HHTEPBAJIOB,
kputepusi CtprogeHTa. CpaBHEHHE ABYX HE3aBHUCHUMBIX TPYII IO KOJHUYECTBEHHBIM IPU3HAKAM
OCYILECTBJISJIM HENMapaMEeTPHUUYECKUM METOJIOM C HcmnoJib3oBaHueM U-kpurepuss MaHHa—YUTHH.
MHOXeCTBEHHbIE CPAaBHEHHSI HE3aBUCUMBIX T'PYIII MO KOJMYECTBEHHBIM MPU3HAKAM OCYIIECTBIISUIH
HenapameTpuueckuM merogom  Kpackena—Yosumica. [ BBISBICHHS 3aBHCUMOCTH  MEXKIY
M3y4aeMbIMU TPU3HAKAMU TPUMEHSJICS  KOPPEISIMOHHBIM  aHAIW3 C  HCIOJb30BaHUEM
HemapaMmeTpuieckoro kosgduuuenta Kkoppensuuu po- CrnupMmeHa.



IToJ107xeHHs, BBIHOCHUMBbIE HA 3aILUTY

1. CrpykTypa aerckoro nepedpanbHoro napannya npeacrasiena I u renernaecku
NeTEpMUHUPOBAHHBIMU OoJe3HaMu, umutupytomumu JLII. HacnencrBennsie 601e3Hu Haunbosee
4acTO «MACKUPYIOTCS» oA IpyruM BHIOM I€TCKOTo LepeOpaibHOro napainya.

2. BeiaBnenne y gereit ¢ LIl ycTaHOBIEHHBIX HNPEAMKTOPOB, YKA3bIBAKOIIMX Ha
BEPOSITHOCTh T€YEHUSI T€HETUYECKH JAETEPMUHUPOBAHHOTO 3a00JI€BaHUS, TPEOYyeT NMPUBJICUEHUS K
CONPOBOXKJCHUIO NAIlMEHTOB T'€HETHMKAa M  IOCJEAYIOIIEr0o IPOBEICHUS T'€HETUYECKUX
uccnenoBanuid. Paspaborannbiii  auddepeHnmanbHo-quarnoctudeckud  anroputm  JALIT ¢
HACJIEICTBEHHBIMH 00JIE3HSIMU MO3BOJISET MPEANONIOKUTh Hanuue y pedenka ¢ JJLII renernuecku
JETEPMUHUPOBAHHOTO 3a00J€BaHMsl, YTO MMEET pellarolllee 3HaueHHe JJIsi paHHEeH BepuduKanuu
JIMarHo3a U CBOEBPEMEHHOT0 Ha3HAUEHUS a/IeKBaTHOU TepaIuu.

3. borynuHoTEepanus MHUIMUPYETCS B MO3JHUE CPOKH BOCCTAHOBUTEIILHOTO JI€UEHUS,
II0CJI€ HEIOCTAaTOYHO 3(PPEKTUBHBIX KYPCOB MEIUKAMEHTO3HOM aHTHUCIACTHYECKOHM Tepanuu, 4To
HETaTUBHO CKa3bIBAETCS HA peabumuTannoHHOM notenmnuane aereit ¢ J1IIT.

4. KomMopOuanast matosiorusi, 0ka3bIBarolasi HEraTUBHOE BIMSIHUE HA TEUEHUE JETCKOIO
uepeOpaJbHOrO mapaiguya, TpeOyeT COOTBETCTBYIOIIETO MEAULHUHCKOIO COMPOBOXKICHUS C
[IPUBJIEYEHUEM CTOMATOJIOTa, CYpJ0JIOTa, AUETOJIOra, JETCKOro XUpypra.

5. benkoBo-sHepreTudeckas HemoctatouHocTh y OonpHBIX JLIIT BcTpewaercs Goiee,
4YeM y IMOJIOBHHBI MAllMEHTOB U TPeOyeT CBOEBPEMEHHOM JMAarHOCTUKHM M MPOBEICHHS KOMIUIEKca
Je4eOHBIX MEPOIIPUSITUH.

6. Koppekuus craryca nutaHusi ¢ HpUMEHEHUEM CHEeUaIN3UPOBAaHHBIX MPOAYKTOB IS
HYTPUTUBHOM MOJJEPKKU OOECHEeUrnBAET TOJOXKUTEIbHYI0 JTUHAMUKY B BHJIE HapacTaHUS
aHTPONOMETPUUECKUX MHAEKCOB M YBEIMYEHHS OCHOBHBIX IIOKa3aTelel cocTaBa Tela, HaIpsIMYIO
CBSI3aHHBIX C (pU3MUECKON pabOTOCIIOCOOHOCTHIO, @ 3HAYUT, M C PEAOMIMTAIIMOHHBIM TTOTEHIIMAJIOM
nerei ¢ JILII. PazpaGoTaHHbIi adropuT™M AUArHOCTHUKU U KOPPEKLUU HYTPUTHUBHBIX HapYIICHUN y
nereit ¢ JILIT mo3Bonsier BepuduimpoBarh OETKOBO-IHEPTETUUECKYIO HEIOCTaTOYHOCTh U
ONPEENUTh aJeKBAaTHYIO TepaIlnio, 4YTo OyAeT CoCOOCTBOBATh YBEIMUYEHUIO PEaOMIUTALIMOHHOTO
MOTEHIMaNa OOJIbHBIX, YJIYYIIEHUI0 COMAaTUYECKOr0, HYTPUTUBHOIO M HEBPOJOTHYECKOTO
CTaTyCOB.

7. MHoroo0Opa3ue reHeTUYeCKU JeTePMUHUPOBAHHBIX OoJie3Hel, umutupyromux LI,
HaJIM4ue COMYTCTBYIOIIEH COMAaTHYECKOW IAaTOJIOTMH, HEraTMBHO CKAa3blBAaIOIIEWCS HAa TEUEHUU
OCHOBHOTO 3a00JieBaHus1, 00yCIaBIUBAIOT HEOOXOAUMOCTh 00€CIIeYeHH S MyJIbTUAUCIIUILINHAPHOTO
COMPOBOXKJCHUS JETed C JeTCKUM IiepeOpaibHbIM MapajluyoM C IPHUBJICUYEHUEM TI'€HETHKa,
CypAoJjora, croMaToJsora, IeTCKOro Xupypra, AMeToJiora i IpoBECHHs aHajIu3a COCTaBa Tela.

CreneHb 10CTOBEPHOCTH M anpodanus pe3yJibTaTOB

JIOCTOBEPHOCTh ~ pe3yJAbTATOB  JUCCEPTALMOHHOIO  MCCIEJOBAaHUS  MOJTBEPXKAACTCA
JIOCTaTOYHBIM KOJMYECTBOM HAOJIOJIEHUN, COBPEMEHHBIMM METOJIaMU HCCIEA0BaHUs, KOTOpbIE
COOTBETCTBYIOT IIOCTaBJIEHHbIM B paboTe nenu M 3afgadyaM. HayuHble 1OJIOKEHMS, BBIBOIBI U
peKoMeHAaluy, CcQOpMYIMpPOBaHHbIE B  JAMCCEpPTAallUd, MOJKPEIUIEHbl  yOeAUTEIbHBIMU
(aKTUYECKUMHU JaHHBIMU, HArJSAHO IPEICTAaBICHHBIMU B MPHUBEACHHBIX Ta0JIMLAX U PUCYHKaX.
[ToaroTroBka, aHaiaM3 W MHTEPIpPETAMs MOJIYYEHHBIX PE3YJIbTaTOB MPOBEJIEHBI C UCIOIb30BAaHUEM
COBPEMEHHBIX METOJIOB 00pabOTKH HHPOPMALIMK U CTATUCTHYECKOr0 aHalln3a.

OcHoBHbIE pe3yabTaThl pabOThl JOJOXKEHBI U 00CYXJeHbl Ha Bcepoccuiickodl HaydHO-
MPaKTUYECKONH KOH(pEPEHLIUH ¢ MEXKIYHApOIHBIM yyacTueM «PapmakoTepanusi U JUeTOTepanus B
neauarpudeckoi npaktuke» (r.Ilensza, 20-22.09.2018 r.); HayuHo-npakTudeckoil KoH(pepeHLHH
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«Onunencus u opdanusie 3a6oneBanus» (T.Branukaskas, 26.09.2018 r.); VIII
MeXIUCUUIUIMHAPHOM ~ HAyYHO-IIPAaKTHYECKOM KOHIpPEcce C MEXKIYHapOJHBIM  y4acTHEM)»
(r.Mockga, 1-2.11.2018 r.); Pecnybnukanckoit HaydyHO-TIpakTH4YecKOoW KoH(pepeHimn OOmecTBa
HeBposioroB Yeuenckoit PecryOonmuku (r.I'posusiii, 20.12.2018 r.); XXI Konrpecce mnemuatpos
Poccun ¢ MexayHapoIHBIM y4yacTHEM «AKTyallbHble HpoOiembl mneauarpum» (r.Mocksa, 15-
17.02.2019 r.); BropoM HalMOHAJIbHOM MEXAUCUUIUIMHAPHOM KOHIPECCe C MEXAYHapOIHBIM
yuactueM «®Dusnueckas U peabUIUTAIIMOHHAs MEIMLKMHA B MEIUaTPUU: TPAIULUU U UHHOBALIUN
(r.Mockaa, 21-22.03.2019 r.); 11 Obmepoccuiickoii KOHQEpeHIIUN ¢ MEXIYHAPOJHBIM Y4aCTUEM
«FLORES VITAE. Heonarosorus u nenuatpusp» (r.Mocksa, 11-13.04.2019 1.).

Iyb6ankanun
[lo Teme nuccepranuu OnmyoOJMKOBaHO 28 HAay4HbIX pabOT, B TOM 4YHCIE: B U3JAHUSX,
pexomenaoBanHplx BAK P® ang  nyOnukauuii  OCHOBHBIX — HAY4YHBIX — pe3yJIbTaToOB
JIMICCEPTAIIMOHHBIX UcciieoBaHui — 14 (M3 HUX cTaTeil B JKypHajaX, HHAEKCHUPYEMBIX B Scopus —
1); myOnukanuii B Apyrux uznanusx — 11; monorpaguii — 3.

JIMYHBIA BKJIA aBTOPA

ABTOp IpUHHMMAaJ HEMOCPEICTBEHHOE Y4acTUe B HCCIIEI0BATENbCKOM paboTe, Kak Ha JTare
IIOCTAaHOBKU 1LCJIW W 3aaay, p33pa6OTKI/I METOAUUYECCKUX IIOAXOOO0B M HUX BBIIIOJIHCHUA, BCIACHUSA
MAMEHTOB B MOJIMKJIMHUKE U B CTallMOHApe, Tak U Npu oOpabOTKe MEAUIIMHCKON AOKYMEHTAILUH,
(dhopmupoBaHUU 0a3bl JAHHBIX, TPOBEJACHUH MCCIICIOBAHNN, CTATUCTHYECKON 00paboTKe, aHAIM3e U
0000IICHNN TIOJYYEHHBIX pEe3yJIbTaTOB, HAa OCHOBAaHWUU KOTOPHIX ObUIM CHOPMYIUPOBAHBI
OCHOBHBIC TIOJIOXKCHU A AUCCEPTAIMOHHOI'O HUCCJICAOBaHUA, BBIBOIbI u IMPAKTUYCCKUC
PEKOMEHALINH, a TAK)KE OMYOJIMKOBAaHbI HAy4YHbIE paOOTHI.

O0beM M CTPYKTYpa JUCCEPTALUM

Juccepramus u3noxeHa Ha PyCCKOM si3bIKe B 00beMe 393 cTpaHUIbl MAITHHOTIMCHOTO TEKCTa
U COCTOMT W3 BBEICHMs, 0030pa JIMTEpAaTyphl, IJIaBbl C ONHUCAHUEM MAaTEpUAIOB U METOJOB
uccienoBanus, 4 riaB coOCTBEHHBIX HAONIONEHUMN, TJ1aBbl 0OCYXKIEHHS PE3yJbTaTOB, BHIBOJOB U
MPaKTUYECKUX PEKOMEHAAINH, a Takke 4 nmpuiokeHuii. Pabora nmroctpupoBana 19 tabnumamu u
35 pucyHKamH, COJIEpKUT 3 KIMHMYECKUX Mpumepa. CHUCOK HCHOJB30BAHHON JHMTEpaTyphbl
BKIItOUaeT 358 ncrouHukoB: 80 oTeuecTBEHHBIX U 278 3apyOeKHBIX.

COJAEPKAHME PABOTbI
O0beM 1 MeTOABI MCCIIECAOBAHUSA

JuzaitH uccnenoBanusi npezactaBieH Ha Pucynke 1. PaGorta mpoBomunace Ha 6aze OI'BY
«Ilomuknnanka Nel» Yopasnenus nenamu Ilpesnnenta PO, ®I'BY «lleHTpanpHas KIMHUYECKas
OoJbHUIIA C MOJIMKIMHUKON» Ympaienus aenamu Ilpesunenta PO, OI'AY «HamnumonanbHbIil
MEJUIIMHCKUI UCCIIeI0BATENbCKUN LIEHTP 310poBbs aereit» M3 PO B nepuon ¢ 2011 no 2019 rr.

[Ton nHabmonennem Haxoaminock 357 neteit B Bo3pacte oT 1 roga go 17 et 11 mecses.

Kpurepun BriaroueHus:

* HanpaButenbHblil tuarnos3 Jlerckuil nepedpanbHblil napaind, BHE 3aBUCUMOCTH OT (OPMBIL;

* Bo3pact nammmenToB ot 1 roga no 17 net 11 mecsues.

Kpurepuu nckiroueHus: He ObLIO.

Pacnipeniennienysi manMeHTOB IO BO3PACTHBIM IpynnamM HE IPOBOAMIOCH, TaK Kak
aHAJIM3UPOBAIKCH KIIMHUKO-MHCTPYMEHTAIbHbIE JaHHbIE HAOII0aeMbIX OOJIbHBIX B COOTBETCTBHHU
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¢ opmoii merckoro nepedbpanpHOTO Mmapanuva. BeceM manmeHTaM mepBOHAYAIBHO ObUT YCTAHOBIICH
muarfo3: Jlerckuit nepeOpanbubiii napamnd (kox mo MKb — 10 G80). M3 Hux: cmactuueckuit
uepedpanpubiii mapanmnd (G80.0) mmarnoctupoBan y 103-x (28,8%) manueHToB, cracTudeckas
mumuterus (G80.1) - y 98 (27,5%) 6onbubix, nerckas remuruierus (G80.2) —y 46 (12,9%) nereit,
Ipyrou Buj aeTckoro nepedpanpHoro napannya (G80.8) —y 66 (18,5%) 6onpHbIX. Takum 00pazom,
y 313 (87,7%) mauueHTOB OKOHYATEIbHBIM IUArHO30M ObLT JETCKUM IlepeOpaibHBbIA Hapaauy
(G80). YV 44-x (12,3%) HaOmromaeMbIX TMAIMEHTOB, HampaBuTelnbHbI nuarHo3 JIIII, Owin
MIEPECMOTPEH U B 0o0Jiee OTHAJIEHHOM IEpuoJie BepU(UIMPOBAH MHON KIMHUYECKUN NHUArHo3, BO
BCEX KIIMHWMYECKUX HAOIIOJICHUSAX — TCHETHYECKH JICTEPMUHUPOBAHHBIM.

B xoze BeinmosgHEeHUsT pabOThl MPUMEHSIINCH KIMHUYECKUE METO]Ibl MCCIICOBAHMS: U3yUeHUE
aHAMHECTHYECKUX JIaHHBIX, OI[EHKAa COMAaTUYECKOTO, MCHUXOHEBPOJIOIMYECKOTO W HYTPUTUBHOTO
CTaTycoB JeTed C JeTCKUM uepeOpaiibHbIM mapanuyoM. OLEHKa TIJ100aJbHOTO  YPOBHS
(dhopMupOBaHUS MOTOPHKM HAOJIOMAEMBIX JI€Ted MPOBOIMIIACH C HCIOJb30BaHHEM «CHCTEMBbI
OlIEHKH TJ100aJbHBIX MOTOPHBIX (pyHkuuii» (Gross Motor Function Classification System,
GMFCS) Bcem mnanumeHTaM, IOCTHTIIHM 18 MecsieB >KHU3HH. OTO OIMcAaTeIbHAs CHCTEMa,
VYUTHIBAIOIIAS CTEIICHb PAa3BUTHS MOTOPUKH M OTPAHUYCHUS JBVDKCHUH B IMOBCEAHCBHOW >KH3HU
it 5 Bo3pacTHeIX rpynm nanueHToB ¢ JAIL: ot 18 mecsaneB mo 2-x neT, oT 2-X 10 4-X J1eT, ot 4-x
1o 6 set, ot 6 10 12 ner, ot 12 no 18 ner. Ouenka GyHKIMI BEPXHUX KOHEYHOCTEN MPOBOIUIAC
BCeM HAOIIOaeMbIM MalMeHTaM, JOCTUIIIUM Bo3pacTa 4-x jer, ¢ npumeHeHueM «Cucrembl
KJIaccuGPUKAUM MAaHYaJIbHBIX CIIOCOOHOCTell /sl JeTeil ¢ LepedpajJbHBIM NaPATHYOM
(Manual Ability Classification System, MACS). OreHka NcCUX1U4eCKOro pa3BUTHS JI€TEH paHHETo
BO3pacTa OCYIIECTBISUIACh OJHOKpaTHO 1o Meroauke Jlasypenko C.b. «Jlmarnocruka
MICUXOJIOTMYECKOro Bo3pacTta. Slciau», eTeil TOIIKOJIBHOIO M IIKOJIBHOIO BO3pacTa MO METOJMKE
MICUXO0JIOTO-TIeIarorndeckoi auarnoctuku E.A. CtpebeneBoi.

Habmionaemple manueHThl ObUIM OOCIENOBaHbl C HCIOJB30BAHUEM HHCTPYMEHTAJIBHBIX
JMarHOCTUYECKUX METOJ/OB, BKJIIOYAIOIIMX MAarHUTHO-PE30HAHCHYIO TOMOTpa(Hio T0JIOBHOTO
mosra (MPT romoBHOoro wmo3sra), Buaeo-O3I° MOHHTOPHUPOBAHHE, PEHTTEHOJIOTHYECKOE
oOcrenoBaHue Ta300eIpeHHBIX CYCTaBOB, OMOMMIIEIAHCHBIM aHAJIM3 COCTaBa TeJla U FEHETUYECKUE
METO/IbI HcchenoBanus (Tabm. 1).

Tabmuma 1. MeToapl uccienoBaHus ¥ 4acTOTa UX IPUMEHEHHS

METOJ UCCJIEJOBAHUSA YACTOTA NIPUMEHEHUA
Onenka AHTPOIIOMETPHUIECKIX JTAHHBIX c 54
ucnoab3oBanueM mporpammel « WHO AnthroPlusy
Pacuer xmMmHuYeckoro cocraBa palpoHa C TIOMOIIBIO 27
KOMIIBIOTEPHOM ITporpaMmsl «Paruon»
PentrenoBckoe o0cinenoBaHue Ta300€APEHHBIX CYCTaBOB 357
Buneo-231" monuTopupoBanue 357
MarHuTHO-pe30oHaHCHas ToMorpadus TOJIOBHOTO MO3Ta 357
BuonmnenancHbIi aHaTU3 cOCTaBa Teia 54
TannemHas Macc-CIIEKTPOMETPHS 6
MaccoBoe napasmiensHoe cekBeHupoBanue (NGS) 18
CexBenupoBanue merogoM Canrepa 17
Meron MYJIbTUIIEKCHOMN JINTa303aBUCUMOH 2

ammudukanuu npod (MLPA)

XpoMocoMHBIN MUKpOMaTpUuHbIi aHamu3 (XMMA) 7




BCEI0 357 AETEN C HANPABUTE/NIbHbIM ZIMATHO3OM AN

313 AETEM C AU

M3YYEHUE CTPYKTYPbI ALN

N3YHEHUE KTIMHNKO-UHCTPYMEHTAJIbHbLIX XAPAKTEPUCTUK
Aun

44 PEBEHKA C BEPUDPUNLUMPOBAHHBIM HACNEACTBEHHbLIM 3ABOJ/IEBAHUNEM

WM3YYEHME CTPYKTYPbl HACNEACTBEHHbIX 3AE0/IEBAHMIA

CPABHWUTE/IbHbLIN
AHAIN3

N3YHEHUE KTIMHNKO-UHCTPYMEHTAJIbHbLIX XAPAKTEPUCTUK
HACNEACTBEHHbIX 3AB0/IEBAHUIA

%

OLIEHKA CMEKTPA KOMOPBEMOHOW NATONOMMM NP ALN

OLIEHKA CMEKTPA KOMOPEWAHOW MATO/IOMM NPU

HAC/TEACTBEHHbIX 3ABOJIEBAHUAX

OMNPEOENEHWE NPEAMKTOPOB HAC/IEACTBEHHbIX 3AEO/IEBAHNN

PA3SPABOTKA ANPDEPEHLUNANTIBHO-AUATHOCTUYECKOTO AJITOPUTMA
Aun ¢ HACHEACTBEHHbIMW 3ABEO/TIEBAHNAMMU

WN3YYEHME HYTPUTUBHOIO CTATYCA Y JETEW C AN v B3H

(27 AETEN)

\2

KOPPEKLMA HYTPUTUBHOIO CTATYCA Y AETEN C AN

AHAIN3 HOPMATUBHbIX JOKYMEHTOB,

OVHAMUYECKUIM KOHTPOIb HYTPUTUBHOIO CTATYCA Y AETEN C AN

PA3PAGOTKA AITOPUTMA JMATHOCTUKM U KOPPEKLIMM
HYTPUTUBHbIX HAPYLLEHWI Y AETEM C ALMN u B3H

PEFTAMEHTUPYIOLLIMX OKASAHUE MEANLIMHCKOW
NOMOLLM AETAM C AN U PASPABOTKA PEKOMEHZALIMA
Mo PACLUMPEHUIO B HUX MEPEYHA MEANLIMHCKUX YCNYT

Pucynok 1. JIu3zaiin uccienoBanus

[4)
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MPT rosioBHOro Mo3ra IpOBOJMWJIOCH BCEM HaOIIOJaeMbIM NAalMEHTaM Ha ammnapartax
Discovery 750, Optima 450w u Signa Explorer ¢upmbl GE ¢ Hanps»keHHOCTbIO MarHUTHOTO T1OJISt
3,0, 1,5u 1,5 Tecita cOOTBETCTBEHHO.

[IpoTokos1 cTaHAAPTHOIO MCCIIENOBaHMs BKJIIOYAJI UMITYJIbCHbIE nocienoBaTenbHocTH (MIT)
T1-, T2- u FLAIR B carutranpHoii, akcuaiabHOU U (ppoHTaNBHOM mpoekuusx, a Takxe B U1 DWI
(muddyszus), DTI (Tpakrorpadus) 3D FSPGR BRAVO, SWAN.

[Ipu oOcnenoBanuu naered mutagmie 6 JIeT WM HAIMEHTOB C BBIPAKEHHOW 3a/epiKKOM
IICUXUYECKOTO ¥ MOTOpHOro passutusgs MPT  romoBHoro Mosra npoBOAWIACE  C
aHEeCTE3MOJIOTUYECKUM TOCOOUEM IS MTPEIOTBPALLEHUS ABUTaTEIbHBIX apTe(aKToB.

PenTrenosnornueckoe wuccijegoBaHue Ta300eJApPeHHBIX CYCTABOB  BBINOJHAJIOCH C
MIPUMEHEHHEM CJIeAyIoNero oOOpyJIOBaHUsA: PEHTTCHOBCKMU CTAalMOHApHBIN ammapat Legacy-
Advantx, GE Medical Systems; ycraHoBka TeneynpaBisieMas pPEHTIEHOIUArHOCTUYECKAs
Clinodigit, Italray.

Bugeo - 93 MoHUTOpPHUpOBaHHME IPOBOJMUIIOCH BCEM HAOMIOJAaCMBIM TAIlMEHTaM Ha
cuctemMax BuAC0-O3I" MoumropupoBanus: IOHuedanan-29I'P-19/26 Bumeo, (Memukom MT/I,
Poccus) u Nicolet One, Care Fusion (CLLA).

I'eneTruyeckoe o0cie10BaHUe OCYUIECTBISUIOCH C IMPUMEHEHHEM HIDKEIIEPEUNCIICHHbBIX
METO/IOB UCCIIEIOBAHMIA:

e lI3mMepeHne aKTUBHOCTU JM30COMAJbHBIX (EPMEHTOB, a TaKXKe OIpe/ieiIeHHe
CHEKTPa AMMUHOKUCIIOT U allJIKAPHUTHUHOB JJIsl BBISIBJICHUS] OPraHUYECKUX allUypUil
U anuJ0aMUHONATUM, NPOBOAWIMCH Ha TaHIEMHOM Macc-cnekrtpomerpe Bruker
Maxis Impact (Bruker, ['epmanusi) ¢ mojg0XKuTeIbHON MOHU3ALMEN B JIEKTPOCIIpEe
METO0/I0M TaHJieMHOU Macc-cniekTpomeTpun (MC-MC).

e Jlnsa Bcex MOJEKYISIPHO-TEHETUYECKUX HMCCIeAOoBaHUM BbiaeneHue renomuon JJHK
ocymiecTBsioch Ha aBToMatudeckoi crtanimu QIAQUBE (QIAGEN, I'epmanus),
COTJIaCHO IIPOTOKOJIOB, PEKOMEHI0BAHHBIX IIPOU3BOIUTENIEM
[https://www.qiagen.com].

e CexBeHupoBaHue MeTo10M CaHTepa OCYLIECTBIISUIN IPU OMOIIM Ha0Opa PEeakTHUBOB
BigDye® Terminator v3.1 Cycle Sequencing Kit (Thermo Fisher Scientific, CIIIA) B
COOTBETCTBUM  C  MPOTOKOJAaMM U PEKOMEHJAUUSMU  IPOU3BOIUTENS
[http://www.thermofisher.com] na aBTomaTnueckux cexBenaropax JJHK ABI 3500
XL u ABI 3500 (Thermo Fisher Scientific, CLLIA).

e MaccoBoe napamienbHoe cekBeHupoBanue (NGS) s aHanm3a TapreTHbIX obsacTein
reHOMa MPOBOJIMIIN Ha MOJYIIPOBOIHUKOBOM cekBeHaTope lon S5 ¢ aBToMarnueckoit
cranuueit lon Chef (Thermo Fisher Scientific, CIIIA) cornmacHO pexoMeHAauusM
IIPOU3BOIUTEIS
[https://tools.thermofisher.com/content/sfs/manuals/sMANO0010851 Ion 540 Kit Ch
ef UG.pdf].

e Jlnsg noucka aenenuil U TyIjauKaluid B TapreTHbIX TEHOMHBIX 00JacTsIX, IPUMEHSIIH
METO/1 MYJIbTUIIJIEKCHO Jnra3zo3aBrucuMoit ammmoukanuu npod (MLPA, Multiplex
Ligation-Dependent ~ Probe = Amplification).  Kanumisipusiit  snexrtpocdopes
ocyiiecTBisuiM Ha aBTomaruueckoMm cekBeHatope [IHK ABI 3500 (Thermo Fisher
Scientific, CIIIA).
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e Jlna moucka Jenenuy ¥ Ayluiikanui cebiuie 50 T.I.H. NPUMEHSJIA XpPOMOCOMHBIN
MUKpoMmaTpuuHbli aHaiu3 (XMMA). AnHaiu3 NOpoBOAWIAM C [NPUMEHEHHEM
MUKpouHIioB Bbicokoi moTHocTU CytoScan HD (Thermo Fisher Scientific, CILIA) ¢
HCIOJIb30BAHUEM CHCTEMbl aHaJIM3a HYKJIEMHOBBIX KucaoT ['enockan 3000
(Poccwuiickas Oenepanms), COTJIACHO MPOTOKOJIA, PEKOMEHIOBAHHOTO
IIPOU3BOIUTENEM https://assets.thermofisher.com/TFS-
Assets/LSG/manuals/703038 cytoscan assay UG.pdf

Bce  manmueHThl  OTAEABHO  BBLACIEHHOW  Ipynmbl C  OEIKOBO-3HEPreTH4ECKOn
HEJ0CTAaTOYHOCThIO (27 naerel) KOHCYJIbTHUPOBAHbI JAMETOJIOIOM, KOTOPbIM ObLI BepU(PUIIMPOBaH
JAHHBIA JIMAarHO3, Ha OCHOBAHWU OLIEHKM AaHTPONOMETPUYECKHUX JaHHBIX C HCIOJIb30BAaHUEM
nporpaMmMbl « WHO AnthroPlus» ¢ y4eTroM aHaMHECTHYECKHMX JAHHBIX, PE3yJbTaTOB OCMOTPA,
OLICHKH COMAaTHYECKOro craryca. AHaIu3 pakTUYECKOTO MUTAHUS JIeTel ¢ pacueToM XMMHUYECKOIro
COCTaBa palMOHA OCYIIECTBIISUICS C IIOMOIIBI0 KOMIBIOTEPHOM mporpamMmel  «Panuony.
BuonMnenancHblii aHaJM3 cocraBa Tesia NpoBOAWICA y 27 NAMEHTOB C COMYTCTBYHOILIEH
0EJIKOBO-3HEPIeTUYECKOM HEJI0CTATOYHOCThIO Ha CHelHalbHOM Ipubdope-aHanuzatope «ABC-01
Menacc», pa3pabOoTaHHOM OTEUYECTBEHHBIMH YYEHBIMH.

[Ipu npoBeaeHNN UMIIEAAHCOMETPUN OTIPEEIISIIN CIASAYIOUINE TapaMeTphbl:

* lnaexc Maccel Tella — OTHOIIEHHE MacChl Tela K IJIOAAN MOBEPXHOCTH Tena. Onpeaenser
COOTBETCTBUE MacChl K JJMHE Tela, AA€T BO3MOXKHOCTH ONPEAEIUTh HE TOJIbKO H30BITOK, HO U
HEJ0CTAaTOK MUTAHUS.

* XupoBast macca opranusma (kr). JKupoBas TKaHb - BaKHEWIIee JI€NO0 BSHEPruw,
XKUpopacTBOpUMbIX BUTaMHHOB (A, [, E, K) u sxupHbix kucnot. I[loaTromy Hamume onpeaeaecHHOro
€€ KOJINYECTBA B OPraHn3Me He0OX0IMMO ISl MOJTHOLEHHOTO ¥ TApMOHMYHOTO POCTA U Pa3BUTHSL.

* Tomas macca tena (6e3:xupoBasi) (Kr) cocTaBisieT npuMepHo 75-85% ot maccel Tena. K Heit
OTHOCSTCS. BCE OpraHbl W TKAHU OpPraHU3Ma, 3a HUCKIIOYEHHEM >KUPOBOM TKAHU (MBILLIIBL,
BHUCLIEPAJIbHBIE OpraHbl, TOJOBHOM U CIMHHON MO3I, HEpPBHBIE CTBOJBI, KOCTH, a TaKXe BCE
OMOJIOTMYECKHE KUAKOCTH, LMPKyIHpyloomue B opranusme). Tomas wmacca Tena sBisieTcs
HEOOXOIMMBIM TIOKa3aTeJeM JUIsl OLIEHKM OCHOBHOIO OOMEHa BELIECTB, MOTPEOJEHHsS] IHEPrUU
OpraHU3MOM U JJI pacueTa CyTOYHOTO palMoHa MUTaHUS.

* OcHOBHOI 00MeH BelecTB (KKaJl/CyT) - 3TO KOJMYECTBO JHEPIHM, pacxojyeMou B
OpraHu3Me 3a CyTKH, i oOecrieueHus ero GyHKuuoHupoBanusa. OCHOBHOM 0OMEH UMeeT NPSIMYIO
B3aMOCBSI3b C AKTUBHOM KJIETOYHON Maccoi: ueM OoJiblie MocienHss, TeM OoJblliee KOJTUYECTBO
SHEPIUHU PACXOAYETCs B Ipoliecce OOMEHA BEIIECTB.

* AxtuBHas kierouHas macca uiu AKM (kr) — 3To Macca Tena, KOTopasi BKJIIO4aeT B ceOs
Maccy KJIETOK Teja: BHYTPEHHUX OPraHoB, MBI U HEPBHBIX KieTOK. [Ipu ee HepocTaTke BhICOKA
BEPOSITHOCTh JIMarHOCTUPOBaHUsl 3a00J€BaHUIl BHYTpEHHUX OpraHoB. l3MeHeHue JaHHOTO
MOKa3aTes SABJISETCS BaXKHBIM ITYHKTOM MPU CHHXKEHUU MAaCChl Tea, MOCKOJIbKY €CIIM OH YXOAMT 3a
cuer AKM, 1O 3T0 MOXKeT ObITh OMAacHO Ui 370poBbsi. HopMmanbHbIe oKa3aTenu akTUBHOM Macchl
TeJla HaXoATCA B mpefenax oT 75 no 85%.

* Jlons akTuBHOM KileTouHOM Macchl (%). Huskuil mokazaTenb NpOLEHTHON JOJIM aKTUBHOM
KJIETOYHOM Macchl SIBJISIETCS IPU3HAKOM HEJIOCTATOYHOCTH MUTAHUS.

* CkeneTHO-MbIIIEYHAsE Macca Tena (Kr) - Mepa aJanTalMOHHOIO pe3epBa OpraHus3Ma,
coctaBisieT B cpenHeM 30-40% Bceil Macchl Tella U 3aBUCHUT OT YPOBHSI JBUTATE€IbHOU aKTUBHOCTH
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YeJlOBEeKa, KOJIMYEeCTBa M KayecTBa MHILEBBIX KOMIIOHEHTOB, OOECIEUMBAIOIIMX pPa3BUTHE U
(YHKIIMOHAJILHOE COCTOSIHUE OCHOBHOTO JIBUTATEJIbHOTO KOMIIOHEHTA - MBILIEYHOI TKaHH.

 Jlonsi ckeneTHO-MbIIIeYHOM Macchl (%) — mapaMerp, MO3BOJISIONIMN OIEHUTh TEKYIIMH
YpOBEHB (HU3NIECKO PabOTOCTIOCOOHOCTH YEIOBEKA.

* YaenbHbIii OCHOBHOM OOMEH (KKaji/KB.M/cyT.). OCHOBHOM OOMEH — 3TO MUHUMAJbHBII
pacxoj 3Hepruu (Kkaj), KOTOpbI HEOOXOIUM JUId MOJIEPKAHUS KU3HU OpPraHu3Ma B COCTOSIHUM
MOJIHOTO TOKOs (4yepe3 12 yacoB mocie mpueMa NumiM). YaenbHbll ocHoBHOW oO6meHn (YOO)
OTpe/ieNiieT UHTEHCUBHOCTh MeTaboiu3mMa (0OMeHa BEIIEeCTB) U pacCUUTHIBAETCS, KAaK OTHOLIEHHE
OCHOBHOTO OOMEHa K IUIOIIA I IOBEPXHOCTH TeNa.

* O01mas XUIKOCTh (Kr) — MoKa3areib CoAep:KaHUs BOJbl B opranusme. JKuakoctb ObIBaeT
BHYTPUKJIETOYHAsl, BHEKJIETOUHAasl (KpOBb, IUIa3Ma, JiMM(}a) U cBsi3aHHAs (B OTEYHBIX TKAHSX).
AHanu3upysl JaHHbBIE MapaMeTpbl, MOXKHO OINpPEAEIUTh HEOOXOIMMOE KOJUYECTBO MOTPEOICHUS
KHUJKOCTH, a TAKXKE L[E€7€cO00pPa3HOCTh MMPHUEMa MOUETOHHBIX CPEJICTB.

» BHexsileTouHass KUIAKOCTh (KI') - JKUIKOCTb, HaxXoJsIascs BHE KJIETOK opraHuszma. OHa
COCTOUT W3 IUIa3Mbl KPOBH, JIUM(BbI, MEKKIETOYHOU >KUJKOCTH, TPAHCUEIUIIOISPHON >KUIKOCTH
(CIMHHOMO3rOBas, BHYTpUIJIa3Has, OPIOIIHON IOJIOCTH, IUJIEBPHI, NEpUKapJa, CYCTaBHBIX CYMOK,
CUHOBHUAJIbHAS U TIP.).

» ®a3oBeId yros OwomMmIenanca (Tpaaycbl) — MmapaMerp, OTPAKAOIIMK COCTOSHUE KIETOK
OopraHu3ma, ypoBeHb 00111el paboTOCIOCOOHOCTH U HHTEHCHBHOCTH OOMEHA BEIIIECTB.

» Conepxanue xxupa (%) — mapameTp, O3BOJISIONIUI AHATHOCTUPOBATH HEOCTATOK KUPOBOU
KOMITOHEHTbI, U30BITOYHOE KUPOOTIOKEHUE U 0KUPEHUE.

Nmnenancomerpust Oblia IMpOBEJEHA BCEM HAOMIOJaeMbIM MallMeHTaM JAaHHOW TPYIIbI
JIBAXJbl: 10 M IOCIE€ MPOBOJMMBIX JiedeOHbIX MepomnpusaTuil. MccienoBaHue MpOBOIMIOCH B
CTaHJIAPTHBIX YCIIOBUSAX, B IOJIOXKEHUU JI€Ka Ha KYIIETKe, HaTollak: 3a 1 vac A0 Hero Obuin
MIOJIHOCTHIO UCKJIFOUEHBI PUEM MUILU U BOJBI.

Bcem namueHTam ¢ O€IKOBO-3HEPIeTUUYECKOM HEAOCTATOYHOCTHIO MPOBOJMIACH KOPPEKILIUS
HYTPUTUBHBIX HapylIeHHH (C ydeToM akTyaidbHbIX pexkomenaauuid ESPGHAN (2017 r.) mo
HYTPUTUBHOMY 00€CIEUEHUIO JETEH C HEBPOJOTMYECKOM MaTosO0rueil), BKItoYaroas KOppeKLnio
0a30BOro paluoHa C BO3PAaCTHBIM COOTHOILIEHHEM OEJIKOB, >KHPOB U YIJIEBOJAOB, MPUMEHEHHE
CHEIHAIM3UPOBAHHBIX THIEPKAIOPUMHBIX cMecell «HyTpuHUAPUHK ¢ MUIIEBBIMU BOJIOKHAMU» U
«Pecypc 2.0+®daiibepy». Criennaan3upoBaHHBIE CMECH MOJAOUPATUCh B 3aBUCUMOCTH OT CTEIECHU
0EJIKOBO-3HEPI€TUYECKOM HEJOCTATOYHOCTH U Ha3HAYAJIMCh B 3aBUCHUMOCTH OT BOo3pacTa peOeHKa B
ooveme 100-400 M exenHeBHO. Y  MalUMEHTOB C JIETKOM  OEIKOBO-3HEPreTHYEeCKOM
HEJ0CTaTOYHOCThIO MpuMeHsiach cMech «HyTpuUHMIPUHK C NHIIEBBIMU BoJokHamu» (150
kkas/100 mut) B cyrounoM ooweme 100-200 mu. [Tanentam ¢ yMepeHHON OETKOBO-3HEPreTUYECKOM
HEJ0CTaTOYHOCThIO — « HyTpuHUApUHK ¢ nuineBbiMU BoslokHaMmu» (150 kkan/100 mu) wnu «Pecype
2.0+dait6ep» (200 kkan/100 mi) B cyrounoM oowseme 200 mi, ¢ Tspkenoit - «Pecype 2.0+daitbep»
(200 xkan/100 mi) B cyrounom oowveme 200-400 mu. Beem manuieHTaM, UMEIOIIMM HEPETyIsIpHbIN
CTy1 U AucyHKUHIO OMIMApHOTO TpakTa, Ha3Hauanach auera Ne5; mMuHepanbHas Boja «Jlonar
Maruuii» 6e3 rasa, komHaTHOM Temneparypsl o 50-100 ma 3 pasza B CyTKH, BHYTPb, 32 15 MUHYT
70 efbl; OOMIbHOE MHTHE; >KEMYErOHHbIE Mpenaparbl (CeMeHa THIKBBI, apTHUILIOK I0JEBOM), B
BO3pPAcCTHON JIO3UPOBKE, BHYTPb, 32 30 MUHYT 10 €1bl U (EpPMEHTHBIN Npenapar (IaHKpeaTHH), B
BO3PACTHOM JIO3UPOBKE, BHYTPb, BO BPEMS €/IbI.

Bce manueHThl JaHHOW TpyHIbl MOJIYYalyd Kypc MeTabojaudeckoi Tepanuu (yOueKapeHOH,
Karig Js npuema BHYTpb 3% pacTBop, JieBokapHuUTUH, 30% pacTBOop A mpuema BHYTPbH),
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BHYTpPb, B BOSleCTHOfI JO3HUPOBKE, 4 TAKIKC BUTAMUHHO-MHUHCPAJIbHBIC KOMIIJICKCHBIC ITpCIIapaThl, B
TabJieTKaX, BHYTPb, B BO3PACTHOM TO3UPOBKE.

Bce JUCTHYCCKHUEC U jieueOHbIe MCPOIIPUATHUA TPOBOJUINCE B TCUCHUC 2-x MECAILIEB, IIOCIIEC
4ero IMpOBOJIUIICA I[I/IHaMI/I‘IeCKI/Iﬁ KOHTPOJIb aHTPOIIOMCTPHUYCCKUX HOK&?;&TCJ'IGI\/’I, (bl/ISI/IKaJ'IBHBIX
JAHHBIX 1 OMOMMIIEIAHCHOTO MCCIIEI0BaHUs COCTaBa Tela.

CrartucTuyeckasi o00padoTka

Jlia cratucTuueckoir 00pabOTKU U aHaIM3a JaHHBIX MPUMEHSUICS SI3bIK IPOrPaMMHUPOBAHUS
R 3.4.3 c IDE RStudio 1.1. B pamkax craructudeckoil 00paOOTKM MPUMEHSIIUCH CIICIYIOIINE
KPUTEPUHU: JUIsl IPOBEPKHU pacIipesieiieHus] Ha HOpMaJbHOCTh: kKputepuili Koamoroposa-CmupHoOBa;
JUIs CpaBHEHMSI UWCJIEHHOCTH TpyII: KpuTepuil xu-kBaapaT. Crarucrtuyeckas oOpaboTka
pe3yJbTaTOB UCCIIEOBAHMS MMPOBOIMIACH, TaKXKe, NMPU IMOMOIIKM KOMIBIOTEPHOIO MPOrPaMMHOTO
obecneuenus IBM SPSS Statistics v. 14.0RU for Windows (CIIA). AHanu3 AaHHBIX BKJIHOYAI
CTaHJApPTHbIE METOJbl ONMCATEIbHONW CTATUCTUKU: PACYET CPEJAHUX BEJIUYHH, OTHOCUTEJbHBIX
BEJIMYMH, CTAaHJAPTHBIX OTKJIOHEHHH, 95% MOBEpPUTENBHBIX MHTEPBAIOB, KpuTepus CThIOJEHTA.
Jlis BbIOOPOK, HE MOJYMHSABLIMXCS HOPMAJIbHOMY pacHpe/ieieHHI0, MPUBOJAUINCH B KayecTBE
ONMCATENbHBIX CTATUCTUK MenuaHa (50-i mpoueHTwib), a Takke 25-H um 75-i1 mpoueHTHIn
(HIDKHUN M BEpXHUI KBapTWib), a TAaKXKe JOBEPUTENIbHBIN HHTEpBal. B CBsA3M ¢ TeM, YTO 3HAUYEHUS
OOJIBIIMHCTBA HCCJIENOBAHHBIX IOKa3zareiaed He MOAYMHSINCh HOPMAJIbHOMY pacHpelesIeHuIo,
MapaMeTpU4YecKe METOJbl CTAaTUCTMYECKOTO aHajiu3a He HnpuMeHsuch. CpaBHEHHE JIBYX
HE3aBUCHMBIX TpYNI [0 KOJWYECTBEHHBIM IPU3HAKaM OCYIIECTBIISIIM HeHmapaMeTpHUueCKUM
METOJOM C wucnonb3oBanueM U-kputepus ManHa-YUTHH. MHOXKECTBEHHBIE CpPaBHEHUS
HE3aBUCHMBIX TpYII [0 KOJWYECTBEHHBIM MPHU3HAKaM OCYIIECTBIISJIM HEmapaMeTpU4eCKUM
MerogoMm Kpackena—Yomumca. il BbISIBICHUS 3aBUCUMOCTH MEXIY H3y4aeMbIMU IPU3HAKaAMU
MPUMEHSUICS KOPPEISLUUOHHBINA aHAINW3 C MCHOJIb30BaHUEM HemapaMeTpHuecKkoro kosgduuueHTa
koppensiuuu po- Cnupmena. CraTucTuueckas JAOCTOBEPHOCTb IMOJIYYEHHBIX pPe3ylbTaTOB IpPU P
<0,05 pacuenmBanach kak 3Haummas, p <0,01 — kak ouenp 3Haummas, p <0,001 — kak
MaKCHUMaJIbHO 3HaUMMasl.

PE3YJIbTATBI COGCTBEHHBIX UCCJEIOBAHUI

Crpykrypa JUII 4 KIMHMKO-HHCTPYMEHTAJIbHbIE XapAKTEPUCTUKHN HA0II01aeMbIX
NALMEeHTOB

N3yuenune crpykryps! JLII noka3ano, 4ro u3 357 manueHTOB ¢ HAIIPaBUTEIBHBIM JUArHO30M
JUIT y 44-x (12,3%) GosibHBIX Bepu(ULIMPOBAHO T€HETUUECKU JIETEPMUHUPOBAHHOE 3a00JIeBaHUE.
Cpenu 313 (87,7%) nereii ¢ knunudyeckum auarHosom LT npeobnanaror crniactuuyeckue GopMsl
(78,9%): cnactuueckuii nepedpanbubiii mapanud (G80.0) - 103 (32,9%) namuenTa, criacTuyeckas
murierust (G80.1) - 98 (31,3%) OGosbubix, nerckas remurierus (G80.2) — 46 (14,7%) nerei,
Opyro Bua jAeTrckoro IepebpanpHoro mapanuda (G80.8) — 66 (21,1%) OonpHBIX. B x01€
UCCIIEIOBAaHUE  NPOAHAIM3UPOBAHbl ~ AHAMHECTHMYECKHE U KIMHUKU-UHCTPYMEHTAJIbHBIE
XapakTepUCTHKU neTed ¢ pasHbiMu dhopmamu LI (Tabn. 2). AHann3 aHaMHECTHYECKUX JTaHHBIX
oOHapyxwuJ1, uto oueHku 1o mkaiae APGAR cocrasisim 7-9 6amioB y 111 (35,5%) nereit na 1-i
MUHYyTe KU3HU U y 164 (52,4%) GonbHBIX — HA S5-I MUHYTe XU3HH. TakuM 00pa3zoMm, Haludue
BBICOKMX oOLIeHOK no 1mkaie APGAR He wuckimoyaer mnpe- M HHTPAHATAIBHOIO MOPAXKEHUS
rOJIOBHOTO MO3ra peOeHKa U B IOCIEYIOLIEM, Pa3BUTHS y HEro JETCKOro LepeOpajbHOTo
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nmapannya. Tem He MeHee, wucHonb3oBaHue omneHkn 1o mkate APGAR B kadectBe
IIPOrHOCTUYECKOTO0 OPUEHTUPA B OTHOUIEHUM PUCKA Pa3BUTHS Y peOeHKa JIE€TCKOro 1epedpaibHOro
napajuya M CTENEeHU TSKECTH €ro TEYEHMs, He TepsieT CBOed 3HAauMMOCTH. Tak, Halie
Hcce0BaHue MOKa3ao, YTo y JAeTel, olleHeHHbIX Ha 1-3 Oamta mo mkane APGAR nHa 1-if Mmunyte
KU3HHU, JOCTOBEPHO Yallle OTMEYaINCh TsDKENas 3aJiepiKa ICUX0-PEeUueBOT0 U MOTOPHOIO Pa3BUTHUS
Ha nepBoM roxay kuszHu (r=-0,2, p=0,019) u (r=-0,2, p=0,001), coorBercTBeHHo. Kpome TOTrO, Y
3TUX NAIMEHTOB JOCTOBEPHO Yallle BBIABIIJIOCH CHUXKEHUE OCTPOTHI 3peHus (r=-0,25, p<0,001) u
yacTUyHas arpodus 3puteiabHbIX HEpBOB (1=-0,2, p=0,004). VIMeHHO y 3TuX JeTel B MOCIEACTBUU
JOCTOBEPHO 4Yalle OTMEYAJIUCh TSKEJIbIE HapyUICHHUs TIJI00aJbHBIX MOTOPHBIX (QYHKIHHK (IO
GMFCS) (r=-0,2, p<0,001) u manyanbnbix criocobHoctel (mo MACS) (r=-0,2, p=0,037), a Takxe
(dhopmMupoBaIUCh KOHTPAKTYPHI cycTaBoB (1=-0,2, p=0,001), BBIABIIIOCH OTpaHUYEHUE OTBEICHUS B
TazobenpeHHbIx cycraBax (r=-0,35, p<0,001) u maTosioruyecKkue U3MEHEHHs CO CTOPOHBI CTOT (I=-
0,2, p=0,001). IIpu npoBenenun MPT ronoBHoro mo3ra y mauuentos ¢ JLIII, nmeromux Huzkue
ouenku no mkane APGAR na 1-if MuUHYyTe XKHM3HM, JOCTOBEPHO Halle BbISABIsUIACh Iudy3Has
uepedpansHas arpodus (r=-0,24, p<0,001). ¥ nereit ¢ auzkumu onenkamu no mkaie APGAR na
5-i MMHYTE€ >KM3HM JOCTOBEpPHO 4allle OTMeYajach TsDKellas 3aJepikKKa IICUXO-PEYeBOro u
MOTOPHOTO pa3BUTHUsI Ha 1mepBoM roay xku3uu (r=-0,2, p=0,016) u (r=-0,2, p=0,001),
COOTBETCTBEHHO. Y ATHX OOJBbHBIX JOCTOBEPHO Yallle PErUCTPUPOBAIUCH CHUKEHUE OCTPOTHI
3penust (r=-0,27, p<0,001) u yactuunas arpodus 3putenbHbIXx HepBoB (r=-0,21, p<0,001).
Bropuunas Helipoopromenuyeckass NaToJOrUsl pa3BUBajach Y JIAaHHBIX MAlUEHTOB TaKXKe
JOCTOBEpPHO Yallle: OrpaHMuYeHHEe OTBEIeHHUs Ta3o0eapeHHbIX cycTaBoB (r=-0,34, p<0,001),
[ATOJIOTUYECKUE U3MEHEHMsI cO cTOpoHbI cton (r=-0,21, p<0,001), koHTpakTypsl cycTaBoB (r=-0,2,
p=0,001). Kpome Tor0, y 3TUX AETEH BIOCIECACTBUH OTMEUATIUCH TSIKEIbIC HAPYIIEHUS TI100aTbHbIX
MoTopHbIX QyHKIM (GMFCS) (r=-0,21, p<0,001) u manyansubsix cnocodbnocreit (MACS) (r=-0,2,
p=0,026). Huddy3nas nepedbpanpuas arpoduss mo nanHeiM MPT Taxke A0CTOBEpHO wHaIle
perucTpupoBaiach y OOJIbHBIX, UMEIONIMX HU3KHE oleHkH mo mkaie APGAR wna 5-if mMunyTe
xu3HH (1=-0,25, p<0,001).

B Xxone BbIMOJIHEHHS HCCIENOBaHUS HamMHM ObLJIO YCTAHOBJIEHO, YTO Macca Teja IMpu
POKJIEHUH Yy Ha0JI01aeMbIX MallMeHTOB cocTaiisuia oT 520 r 1o 4540 r, mpu 3TOM cpelHss mMacca
Tena npu poxkaeHun coctasuia 2459 r (1400,0; 3625,0). [IpoBeneHHbIM KOPPEISLMOHHBIN aHAIN3
BBISIBWJI MIPSIMYIO CBSI3b HU3KOM Macchl Teja JAeTel MpU pOKJIECHUU ¢ HU3KUMU OL[EHKAaMU I10 LIKaje
APGAR na 1-#1 m 5-#i munyrax xusHu (r=0,32, p<0,001). Kpome Toro, y stux OOJIbHBIX
JIOCTOBEPHO 4Yallle OTMEYaJoCh CHIKeHUE ocTpoThl 3peHus (r=0,3, p<0,001). Taxxke y nmereit c
HU3KOM Maccoil Tena MpU POXKJIEHUU JOCTOBEPHO Yallle BBISBISUIOCH Pa3BUTHE BTOPUYHOM
HEHPOOPTONEINYECKON MAaTOJOTUU: KOHTPAKTYphl Ha 3-X U 0ojee cycTaBHbIX ypoBHsX (r=-0,27,
p=0,034), orpanuuenue orBeneHuss B TazoOeApeHHbIX cycraBax (r=-0,33, p<0,001), BoBUXM (1r=-
0,28, p<0,001), mogeiBuxHu (r=-0,26, p<0,001), mucrnasus TazobeapeHHBIX cycTaBoB (r=-0,24,
p<0,001), coxa valga (r=-0,24, p<0,001), mepopmammu cton (r=-0,23, p=0,006). Y nanHo#
KaTeropuu MalyMeHTOB OINEPaTUBHOE OPTONEIUYECKOE JICUEHUE TAKXKE MPOBOAUIOCH JOCTOBEPHO
game (r=-0,26, p=0,004).

AHanu3 aHaMHECTUYECKMX JaHHBIX moka3an, uyto y 6 (1,9%) gereit ¢ perckum
1epeOpajJbHbIM IapaluuyoM 3a/iep’KKa IICHXO-PEUeBOTr0 pPa3BUTHS HAa NEPBOM TOJy >KM3HU HE
otMevanack. Y 34-x (10,9%) OoJbHBIX 3aperucTpupoBaHa JIETKas 3aJep)KKa TCHUXO-PEUeBOTO
pasButust, y 79 (25,2%) nauuenToB — cpenHeTspkenas u'y 194-x (62,0%) nereit — tsxenas. Hu y
OJIHOTO MalMeHTa HE OTMEYAJIOCh HOPMAaJbHOIO MOTOPHOTO Pa3BUTHUS Ha MEPBOM TOJY KU3HH.
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Jlerkas 3aaep:kka MOTOPHOIO pa3BUTHA 3aukcupoBaHa y 7 (2,2%) OOJIbHBIX, CpeAHETIKENAS - Y
71 (22,7%) nanmenTa, B To BpeMs Kak Tspkenast —y 235 (75,1%) nereit. B xone uccinenoBanms Oblia
BBISIBJICHA TIPsIMasi CBSI3b MEXKIY 33JePKKOW MCHXO0-PEYeBOr0 M MOTOPHOTO Pa3BHTHSI HA TIEPBOM
rojay >u3HUM Yy HaOmogaembix mnauueHToB (r=0,68, p<0,001). Kpome Toro, mnpoBeneHHBbI
KOPPEIAIMOHHBINA aHAIN3 0OHAPYKUI TPSIMYIO KOPPEJISIIHIO CTENICHH 3a/IEPKKU TICHX0-PEUEBOTO H
MOTOPHOTO DPa3BUTHS Ha IEPBOM TOJy KH3HH C YPOBHEM TIJIOOATbHBIX MOTOPHBIX ()YHKIIHIA
(GMECS) (r=0,67, p<0,001) u ypoBHEM MaHyaJbHBIX CIIOCOOHOCTEM HabmomaeMbix neteit (MACS)
(r=0,46, p<0,001).

Tabnuua 2. KnuHuKo-uHCTpYMEHTANIbHbIE XapaKTepUCTUKU AeTel ¢ pasHbiMu popmamu JILITT

AHanusnpyembliii NPU3HaK CnacTtunyeckui CnacTuyeckas Oetckasn Apyroii sup
uepebpanbHbin aunnerua, n=98 | remunnerus, Aun, n=66
napanwy, n=103 n=46

LLIkana APGAR 1 1-3 36 (34,9%) 22 (22,4%) 9 (19,5%) 15 (22,7%)
MWHYTa, 6annbl 4-6 46 (44,7%) 45 (46,0%) 13 (28,3%) 16 (24,3%)
7-9 21 (20,4%) 31 (31,6%) 24 (52,2%) 35 (53,0%)
LLIkana APGAR 5 1-3 9 (8,7%) 3(3,1%) 3 (6,5%) 4 (6,1%)
MWHYTa, 6annbl 4-6 53 (51,5%) 47 (47,9%) 11 (23,9%) 19 (28,8%)
7-9 41 (39,8%) 48 (49,0%) 32 (69,6%) 43 (65,1%)
CpeaHnas macca 2250 (1400; 1882 (1440; 2905 (1985; 3200 (2797,5;
Tena npu 3200) 2680) 3605) 3625)
poXKaeHuu, r
OebioT ¢ 103 (100%) 93 (94,9%) 40 (86,9%) 50 (75,8%)
poXKaeHus
Jeb6ioT nocne 1 - 4 (4,1%) 2 (4,4%) 7 (10,6%)
roga *KusHu
3PP Ha nepBom oTCyTCTBUE - 1(1%) 5(10,9%) -
roay *unsHu nerkas - 14 (14,3%) 16 (34,8%) 4 (6,1%)
cpeaHen 5 (4,8%) 47 (48,0%) 18 (39,1%) 9 (13,6%)
TAXECTH
TAXeNnan 98 (95,2%) 36 (36,7%) 7 (15,2%) 53 (80,3%)
3MP Ha nepsom OoTCyTCTBUE - - - -
roagy nerkas - 2 (2,0%) 5(10,9%) -
cpeaHen - 28 (28,6%) 32 (69,6%) 11 (16,7%)
TAXECTH
TAXeNnan 103 (100%) 68 (69,4%) 9 (19,6%) 55 (83,3%)
Mporpeccupyto- - - - 4 (6,1%)
Lee Te4yeHne
3aboneBaHuA
YTpaTta paHee - - - 3 (4,5%)
npuobpeTeH-Hbix
HaBbIKOB
BakumHauusa no KaneHpapto - 1(1,0%) - -
UHAUBUAYaNb- 10 (9,7%) 53 (54,1%) 36 (78,3%) 17 (25,8%)
HbIA KaneHaapb
MeZoTBOA Mo 93 (90,3%) 44 (44,9%) 10 (21,7%) 49 (74,2%)
3aboneBaHuto
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Tabnuua 2. KnuHuko-uHCTpyMEHTaJIbHbIE XapaKTEPUCTUKHU JieTel ¢ pa3HbiMu popmamu J{LIT

(TIpomoJmKEeHne)

AHanusunpyembliii NPU3HaK CnacTtunyeckui CnacTuyeckas Oetckas Apyroii sug,
uepebpanbHbin aunnerua, n=98 | remunnerus, Aun, n=66
napanwy, n=103 n=46

GMFCS I - 6 (6,1%) 15 (32,6%) 6 (9,1%)
Il - 26 (26,5%) 25 (54,4%) 9 (13,6%)
1 - 56 (57,2%) 6 (13,0%) 15 (22,7%)
v 63 (61,2%) 10 (10,2%) - 19 (28,8%)
Vv 40 (38,8%) - - 17 (25,8%)
MACS 1 - 20 (31,8%) 11 (36,7%) 6 (20,0%)
2 - 29 (46,0%) 10 (33,3%) 10 (33,3%)
3 - 14 (22,2%) 6 (20,0%) 6 (20,0%)
4 16 (40,0%) - 3 (10,0%) 5(16,7%)
5 24 (60,0%) - - 3 (10,0%)
CreneHb 1 nepuop, - 66 (67,4%) 11 (23,9%) -
oTCTaBaHuA 2-3 nepuoaa 11 (10,7%) 32 (32,6%) 15 (32,6%) 12 (18,0%)
MCUXUYECKOTO 4 v 6onee 92 (89,3%) - - 54 (82,0%)
passuTus nepnoaos
YactuuHana atpodua 3pnTenbHbIX 69 (67,0%) 24 (24,5%) 2 (4,3%) 21 (31,8%)
HepBoOB
CHUXKeHMe OCTPOTbI 3peHus 103 (100%) 84 (85,7%) 24 (52,2%) 51 (77,3%)
Ctpabusm oTCyTCTBUE 31 (30,1%) 41 (41,8%) 32 (69,6%) 37 (56,1%)
cxoaALmiAca 44 (42,7%) 42 (42,9%) 12 (26,1%) 23 (34,8%)
pacxoaawmiica 28 (27,2%) 15 (15,3%) 2 (4,3%) 6(9,1%)
CHUKeHMe OCTPOTbI Cyxa 12 (11,6%) 9 (9,2%) 2 (4,3%) 14 (21,2%)
CeHcoHeBpanbHasa TYroyxocTb 10 (9,7%) 9(9,2%) 2 (4,3%) 12 (18,2%)
McesaobynbbapHbIN cMHAPOM 63 (61,2%) 15 (15,3%) - 31 (47%)
CnioHoTeueHue 30 (29,1%) 5(5,1%) 3(6,5%) 18 (27,3%)
Oucoarns 57 (55,3%) 11 (11,2%) - 28 (42,4%)
Mmnonnasus amanu 3y6oB., Kapuec 38 (36,9%) 10 (10,2%) - 7 (10,6%)
benkoso- oTCyTCTBUE 13 (12,6%) 47 (48,0%) 32 (69,6%) 16 (24,2%)
sHepreTMyeckas nerkas 8(7,8%) 12 (12,2%) 8(17,4%) 7 (10,6%)
HeA0CTaTOYHOCTb ymepeHHas 50 (48,5%) 36 (36,7%) 6 (13,0%) 25 (38,0%)
cTeneHb TAXenan 32 (31,1%) 3(3,1%) - 18 (27,2%)
Anunentudopm- oTCyTCTBUE 23 (22,3%) 39 (39,8%) 21 (45,7%) 25 (37,9%)
HaA aKTMBHOCTb HannMuune 80 (77,7%) 59 (60,2%) 25 (54,3%) 41 (62,1%)
Anunentudopm- pervoHanb- 80 (100%) 57 (96,6%) 25 (100%) 41 (100%)
Has aKTUBHOCTb Has
andodysHan 37 (46,2%) 14 (23,7%) 6 (24,0%) 18 (43,9%)
Anunentudopm- 6oapcTBOBa- 77 (96,2%) 51 (86,4%) 25 (100%) 41 (100%)
Has aKTUBHOCTb Hue
COH 80 (100%) 57 (96,6%) 25 (100%) 41 (100%)
Snunencus 60 (58,2%) 17 (17,3%) 15 (32,6) 19 (28,8%)
Cemunonoruns ¢doKanbHble 20 (33,3%) 8 (47,0%) 8(53,3%) 6 (31,6%)
3NMNEenTUYecKn | bunatepanbHble C 33 (55,0%) 8 (47,0%) 7 (46,7%) 9 (47,4%)
X MPUCTYNoB doKanbHbIM
Ha4Yanom
reHepann3oBaH- 7 (11,7%) 1 (6,0%) - 4 (21,0%)
Hble
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(TIpomoJmKEeHne)

AHanusunpyembliii NPU3HaK CnacTtunyeckui CnacTuyeckas Oetckas Apyroii sug,
uepebpanbHbin aunnerua, n=98 | remunnerus, Aun, n=66
napanwy, n=103 n=46

MPT ronosHoro atpodun 93 (90,3%) 54 (55,1%) 22 (47,8%) 38 (57,6%)
Mo3ra rAnos 82 (79,6%) 50 (51,0%) 27 (58,7%) 25 (37,9%)
KMCTa - - 27 (58,7%) -
KMCTO3Hasn 65 (63,1%) 21 (21,4%) - 16 (24,2%)
TpaHcpopmauua
NepUBEHTPUKY- 16 (15,5%) 66 (67,4%) 10 (21,7%) 16 (24,2%)
nApHasn
nerikonatuma
anodoysHoe - - - 12 (18,2%)
noparkeHue
6enoro BeulecTsa
BPOXKAEHHbIN 6 (5,8%) 5(5,1%) 8(17,4%) 6(9,1%)
NOpPOK pPa3BUTUA

[Iporpeccupyromiee Teuenne 3abosieBaHUE OBLIO 3apErHCTPUPOBAHO TOJBKO Y 4-X (1,3%)
nanueHToB ¢ Jpyrum Bugom JIUII, u3 HuX yTpara paHee NpPUOOPETEHHBIX ICUXUYECKUX H
MOTOPHBIX HaBBIKOB — ¥ 3-X (1,0%) G0NbHBIX.

Y Bcex HaOmOIaeMbIX MAIMEHTOB OblIa TpPOBElIeHa OICHKAa TIJI0OATBHOTO YpPOBHS
(dbopMUpPOBaHHS MOTOPUKH C UCHOIb30BaHUEM «CHCTEMBI OLEHKH TJOOAIBHBIX MOTOPHBIX
¢byukuuit» (Gross Motor Function Classification System, GMFCS), cornacuo xotopoit y 27 (8,6%)
nereir ormevasics GMFCS 1 yposas, y 60 (19,2%) 6onpabIx - GMFCS 11 ypoBHs, v 77 (24,6%)
narienToB - GMFCS 111 ypoBHs, y 92-x (29,4%) nereit - GMFCS 1V ypoBus u y 57 (18,2%)
6osbHBIX - GMFCS V ypoBHs. 163 (52,1%) pebenka, nocturmme Bo3pacta 4-xX JIeT, ObLITH OI[CHEHBI
M0 CHUCTeME KiacCH(UKAIIMN MaHyaIbHBIX CIIOCOOHOCTEH JUIsS JieTell ¢ nepeOpabHBIM MapaaTndaoM
(MACS). b0 ycTaHoBIi€HO, YTO ypoBeHb 1 oTmeuancs y 37 (22,7%) nanueHToB, ypoBeHb 2 — Y
49 (30,1%), ypoBerb 3 —y 26 (15,9%), ypoBens 4 — y 24-x (14,7%), ypoBenb 5 —y 27 (16,6%).

[IpoBeneHHBIN KOPPEISIMUOHHBIA aHadn3 OOHAPYXKWJI TPSAMYIO CBS3b MEXIY YPOBHSIMHU
GMFCS u MACS y nerelt ¢ aerckuM mepedpaipbHbiM napanmudoM (r=0,73, p<0,001). Coueranue
ounenok no mkaiaM GMFCS u MACS y HabmogaemMbIx € JETCKUM LiepeOpanbHbIM MapainiyoM
MAlUEHTOB MPeACTaBIeHO B Tabnuue 3.

Tabnuua 3. Coueranue ypoaeir GMFCS u MACS y nauueHToB ¢ JETCKUM IiepeOpaibHbIM

napajsuyom
MACS,
N, (%)
GMFCS, 1 2 3 4 5
N, (%)
I 12(3,8%) | 3(1,0%) | 3(1,0%) 1(0,3%) -
Il 13 (4,1%) | 15(4,8%) | 3 (1,0%) - -
11 12(3,8%) | 30(9,6%) | 6(1,9%) | 3(1,0%) -
v - 1(03%) | 13(@&1%) | 16(5,1%) | 11(3,5%)
Y% - - 1(03%) | 4(13%) | 16(5,1%)
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O1eHKa TICHXHYECKOTO CTaTyca MalueHTOB C JETCKUM IepeOpaIbHBIM MapajindoM MoKasaa,
gro y 20 (6,4%) neTeii ncuxu4eckoe pa3BUTHE COOTBETCTBOBAIO BO3pacTHOM HopMe. Y 77 (24,6%)
OO0JIBHBIX OTMEYAIOCh OTCTAaBAaHHE TICHXHMYECKOTO Pa3BUTHA Ha | mEeprol OT BO3pacTHOW HOPMBEI, Y
70 (22,4%) - na 2-3 nepuona u'y 146 (46,6%) — na 4 u 607€ee NeproI0B.

Bcewm, BomenmmM B UCCIIEIOBaHUE JIETSIM C AETCKAM epeOpaIbHBIM MapajinioM, TpoBeIeHa
MPT ronoBHOro wmo3ra. YCTaHOBJICHBI CJCAYIOIIUE CTPYKTYpHbIE HW3MEHeHus: auddy3Has
nepedpanbHas arpodust — y 207 (66,1%) nereid, rimo3Has tpanchopmarus — y 184-x (58,8%)
OOJIbHBIX, TEPUBEHTPUKYJsipHass Jeiikomaruss — y 108 (34,5%) mamweHTOB, KHUCTO3HAS
tpanchopmanus — y 102-x (32,6%) nereit, nuddy3Hoe nmopaxxenue 0eI0r0 BEIIECTBA TOJIOBHOTO
mo3ra —y 12 (3,8%) manueHToB, BPOKICHHBIC TIOPOKH PA3BUTHSA TOJOBHOTO Mo3ra — y 25 (8,0%)
00JIbHBIX, KHCTaA roJIoBHOTO Mo3ra — y 27 (8,6%) neteil, nokanbHas nepedpanbHast atpodus —y 12
(3,8%). YV nereit ¢ LIl Obutn BBISIBICHBI pa3iMuYHble COYETAHUS HMMEIOIIEHCS CTPYKTYPHOMU
MATOJIOTMH BEIIECTBA T'OJIOBHOTO MO3Tra, KOTOPBIE PacIpelNessuIiNCh CIeAyromuM obpazom: y 81
(25,9%) pebGenka — KuCTO3HO-TJIMO3HAs TpaHchopmanus U auddysHasa uepedpasibHas arpodus, y
36 (11,5%) nmanuentoB — riamo3Has Tpanchopmanus u quddysHas nepedpanbhHas arpodus, y 36
(11,5%) GosbHBIX — IEPUBEHTPUKYIISIpHAA JielikonaTus U quddys3Has nepedpanpHas atpodust, y 16
(5,1%) nereit — rnmo3Hasi TpaHchopManus U NEPUBEHTPUKYJspHas Jneiikonartus, y 14 (4,5%)
MAUMEHTOB — KUCTO3HAs U IiIMo3Hasg TpaHchopmauus, Yy 9 (2,9%) OGonbHBIX - KHCTa BEIIECTBA
TOJIOBHOTO MO3Tra, TiMo3Has TpaHchopMamus M JoKanbHas mepedpanbHas atpodus, y 7 (2,2%)
JIeTel - KHUCTa BEILECTBA TOJIOBHOTO MO3ra U Iiino3Has Tpanchopmauus, y 7 (2,2%) nanueHToB —
KHCTO3HO-TJIMO3HAasl TpaHChOopMalusi U NEPUBEHTPUKYISIpHAs JieiikonaTus, y 6 (1,9%) GonpHBIX —
riMo3Has TpaHchopMmauus, auddysHas nepeOpanbHas arpous U EPUBEHTPUKYISIpHAS
nerikomarus, y 4-x (1,3%) nereii - rimuo3Has tpanchopmanus, auddysHas nepedpanbHas aTpodus
U BPOXXJCHHbIE TOPOKH Pa3BUTHs TroJIoBHOro Mosra, y 4-x (1,3%) nanueHToB — KHCTO3Has
TpaHcpopmanus, Audpdy3Has nepedpanbHas aTpodus U NEePUBEHTPUKYISpHAS JIeHKonaTus, y 4-X
(1,3%) OGonpHBIX — KHCTO3HO-TJIMO3Hasi TpaHchopmanus, auddysHas nepedpanbHas aTpodus u
BpPO’KJICHHbIE MOPOKU pPa3BUTHUSL TOJOBHOTO Mo3ra, y 4-x (1,3%) nereil - KHCTO3HO-TJIMO3HAS
TpaHcpopmanus, Audpdy3Has nepedpanbHas aTpodus U NEPUBEHTPUKYISPHAS JIeHKonaTus, y 4-X
(1,3%) nanueHTOB — NEPUBEHTPUKYJSpHAs JeHKOmaTHsi W BPOXKJICHHbIE MOPOKU Pa3BUTHUS
rojoBHOro mo3ra, y 3-x (1,0%) 60abpHBIX — KMCTO3Hasi TpaHCpopMalus U MEPUBEHTPUKYIISIpHAS
nerikomarus, y 3-x nereit (1,0%) — quddysnas nepedpanbras atpodust u nuddy3Hoe mopaxenue
Oemoro BemecTBa TOJOBHOTO Mo3ra (puc. 2). EauHwunple HAOMIONECHHWS HHBIX COYETaAHUUN
MOP(}OJIOTHYECKNX HApYIICHWH BeIIecTBa TOJOBHOTO MO3ra y HAOMIOaeMbIX MAIMeHTOB HE
aHamM3upoBaNKCh. HecMoTpst Ha TO, 4TO HaOMIOJaeMble HAMH ITAlUCHTHI TOJMYyYaId Pa3IndHbIE
BUJIbl BOCCTAHOBHUTEIHHOTO HEMEIMKAMEHTO3HOTO JICYCHHUS! B TOJIABJISIOIIEM YHCIIEe HAOIIOICHUN:
¢usmorepanuio (MarautoTepanuio - 93,3% nereit, TemnoBsle mpoueaypsl - 93,9% mnanueHToB),
Kypchl Maccaxa — 99,0% OoJIbHBIX, 3aHATHS JieueOHOU u3ndeckoit Kynbrypou - 100%, y 71,3%
JeTed oTMevalluch C(OPMHUPOBABLIMECS KOHTPAKTYPHI CYcTaBOB, Y 72,2% OOJIbHBIX — TSKeJble
nsurarenpHele HapymeHuss no GMFCS, y 47.2% mnauueHToB — 3HAYUTENBHOE OrpaHUYEeHHE
MaHUMYJSITUBHOU nesitenbHOCTH 1m0 MACS. [lanHOe 00CTOSATENHCTBO CBUACTEIBCTBYET O
HE/IOCTATOYHOCTH TNPHUMEHEHHUS TOJIbKO METOJOB (PH3MUECKOW peadMiIUTalud B KOMIUIEKCHOM
BOCCTaHOBUTENIbHOM JieueHuu aeren ¢ JJLIL.

[IpoBeneHHOE HaMHM HCCIIEIOBAHUE IIOKA3aJ0, YTO JIEYCHHE OOTYIOTOKCHHOM THIAa A
MPOBOJMIIOCH Yamle OOJIbHBIM, MMEIONIMM HE TOJBKO OrpaHHYEHHE OTBEICHHs Ta300eIpEHHBIX
cyctaBoB (r=0,35, p<0,001), HO u yxke copmMupoBaBIIMECS KOHTpPaKTypsl cycraBoB (1=0,37,
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p<0,001) u TspKenble HapylleHus riodanbHbIX MOTOpHBIX (yHKIUN (GMFCS) u ManyanbHbIX
cnocobnoctert (MACS) (r=0,3, p<0,001) u (r=0,27, p<0,001), COOTBETCTBEHHO, YTO OOBSICHACTCA
HE BKJIOYEHHEM OOTylIMHOTepanuu B anroputM JjedeHus gered ¢ LIl ¢ camoro Hauana
MPOBEACHUST peadMIIMTAIIMOHHBIX MEPONPUATHH. Y HaONI0JaeMbIX HAaMH OOJBHBIX C JETCKUM
1epeOpaIbHBIM MApaJTHdoM OOTYJIHMHOTEpanus Obljla WHUIIMHPOBAHA JOCTOBEPHO dHalle MOCie
MPUMEHEHHsS] MEIUKAMEHTO3HOW aHTHCIIACTUYECKOW Tepamuu 0e3 OXHUIaeMOro KIMHHYECKOTO
apdexra (r=0,35, p<0,001), mpu TOM, YTO COXpaHEHHE KOMILJIACHTHOCTH B OTHOIIEHHUU ITOTO
METO/Ia BOCCTAHOBUTEILHOTO JICYCHHS B CBS3H € 00JIe€ OBICTPHIM U BBIPAKEHHBIM MOJIOKHUTEIHHBIM
KIMHIYECKUM 3(ddekrom, ueM Ha Tepanuy aHTHUCIIACTHYECKUMH JIEKapCTBEHHBIMHU MperapaTamMu
ob110 tocToBepHO BhImIe (1=0,37, p<0,001).
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Pucynok 2. CoueraHue CTPYKTYpHBIX HOBPEXICHHI BellecTBa TOJOBHOTO Mo3ra y
MAMEHTOB € JETCKUM IiepeOpaibHbIM MapaaTuioM

CrnekTtp komMopOuaHoii narosaorum y aereii ¢ LI
B Hamem mccienoBaHMM aHANNW3 KIMHAYECKHX CHMIITOMOB HAOIOAAEMBIX TAIIMEHTOB C
JETCKUM 1iepeOpajJbHbIM MapajildyoM I0Ka3zaj, 4To B HeBpoJiornueckom ctaryce y 109 (34,8%)
JeTel oTMedaics nceBaoOynbp0apHbiii cuaapom, y 56 (17,9%) mamueHToB — citoHOTEYeHUE, y 96
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(30,7%) Oombubix — gucharuma. Y o 52-x  (16,6%) geret HaAOMIOMAIOCh  COYETaHHUE
nceB00ynp0apHoro cuHapoma c¢ aucdarueit, B To Bpems kak y 42-x (13,4%) nanueHToB OBLIO
3apETUCTPUPOBAHO COUYETAHHUE TICEBIOOYIHOAPHOTO CHUHAPOMA, AUCParuv WU CIIOHOTCUYCHHS. Y
OOJIbHBIX, UMEIONTUX TuC(haruro, MeI MeCTo 0oJiee TshKeIble HapyIIeHUs TI100aJbHBIX MOTOPHBIX
¢byakuumit (GMFCS) un manyansubix ciocoonocrer (MACS) (1=0,52, p<0,001) u (r=0,5, p<0,001),
cOOTBeTCTBEHHO. OYEeBHIHO, YTO JaHHAs KOTOpPTAa MAIMEHTOB HMMeNa OeIKOBO-IHEPreTHYECKYIO
HE/JIOCTaTOYHOCTh, YTO TIOATBEPKACHO TIPOBEICHHBIM KOPPEISAIHOHHBIM aHamu3oM (1=0,59,
p<0,001). ¥V 35 (11,2%) nmereli oTmedanach OEITKOBO-dHEPreTUUYECKash HEJOCTATOUYHOCTh JIETKOU
crenenu, y 117 (37,4%) nanuentoB — ymepenHas, y 53-x (16,9%) OGOJbHBIX — TSKETOW CTETICHHU.
OnepaTtuBHOE JIEUEHHE C YCTAHOBKOM racTpocToMbl mpoBeneHo 18 (5,7%) peraMm ¢ JOeTCKuUM
1epeOpaIbHBIM TTApAIMYOM, JOCTOBEPHO Yalle OHO MPHUMEHSUIOCh y TMAIMeHTOB ¢ aucdarueit
(r=0,38, p<0,001), nceBnoOynsO6apubiM cuaapomMoM (1=0,34, p<0,001) u GeIKOBO-IHEPTETHIECKOI
HenoctatouHocteio (r=0,37, p<0,001), a Takke y OOJBHBIX C TSDKEIBIMU HaPYyIICHUSIMHU
ri06anpHeIX MOTOpHBIX (yHKiui (GMFCS) u manyansnbix cnocobnocreit (MACS) (1=0,3,
p<0,001) u (r=0,25, p<0,001), cCOOTBETCTBEHHO.

Hecmotps Ha 1O, uro Gombiioe yucino aerei ¢ JAUII, umenu nucdaruto (30,7%) u
0EJIKOBO-3HEPI€TUYECKYI0 HEJOCTATOYHOCTh yMepeHHoH (37,4%) u Tsxenoit (16,9%) creneneit, Hu
OTHOMY H3 HHUX HE MPOBOJIWIACH HYTPUTHUBHAS KOPPEKIMSA, a HAJO0XKEHHE TacTPOCTOMBI
OCYIIECTBJIEHO TOJBKO 5,7% HabOII01aeMBIX OOTHHBIX.

Uccnenoanue 3purenbHbix GyHknuii y nanuentoB ¢ L1 o6napyxuio, 9to octpoTa 3peHus
Obuta cHWXKeHa y 262-x (83,7%) OoNbHBIX, IPU 3TOM 4YacTU4Hasl aTpoQusi 3pUTEIbHBIX HEPBOB
otMmeuanack y 116 (37,1%) nereit. Y 121 (38,7%) pebenka oTMedancsi CXOIAIIUNHC CTpadu3M, B TO
BpeMsi kKak pacxomsmuiics — y 51 (16,3%) mamumenrta. Y 141 (45,0%) pebenka ctpabusm
OTCYTCTBOBaJI. BBIABICHA MpsiMas KOPPEISAIMOHHAS 3aBUCUMOCTh MEXAY CHUKCHHEM OCTPOTHI
3pEHHSI U 3aJIEPKKOM MCUXO-PEUEBOTO0 U MOTOPHOTO Pa3BUTHs y HaOMIOJaeMbIX JeTeH Ha IEepBOM
roay xwu3nau (r=0,47, p<0,001) u (r=0,45, p<0,001), cooTBeTcTBeHHO. OMpeeneHa TakkKe mpsmas
CBSI3b CHMDKEHHSI OCTPOTHI 3PEHHsI ¢ YPOBHEM rio0anbHbIX MOTOPHBIX GyHKIuH (GMFCS) (1=0,46,
p<0,001) u c MmaHyaJIbHBIMU CIIOCOOHOCTSIMU JIeTeH C IeTCKUM LiepeOpanbHbIM napainiom (MACS)
(r=0,3, p<0,001). Omenka COXpaHHOCTH CIYXOBOTO aHAIW3aTOpa BBISBUJIA CHIKEHHUE OCTPOTHI
ciyxa y 37 (11,8%) pmerelt, mpu 3TOM CEHCOHEBpalbHasi TYrOyXOCTh 3aperucTpupoBaHa y 33-x
(10,5%) mnaumenToB. Buaeo-O3I° MOHMTOPMHI yCTAaHOBWJI HalW4He OSMNUIEOTU(HOPMHOM
aktuBHOCTH y 205 (65,5%) neret ¢ pgerckuM LepeOpajbHBIM MMapajJindyoM. PeruvoHanbHas
snwienTuopMHas akTUBHOCTh ObLTa 3apeructpupoBana y 203-x (99,0%) mauueHToB, B TO BpeMs
kak muddysnas — y 75 (36,6%) nereir. VY 64-x (31,2%) OGONBHBIX OTMEYAJIOCh HAMYUE KaK
peruoHanbHOM, Tak M JAU(y3HOH  ANMAKTUBHOCTH.  OnuienTU(POpMHAs  aKTUBHOCTh
3aduKcupoBaHa BO BpeMs 0ojpcTBoBanus y 194-x (94,6%) naruenTos, Bo cHe - y 203-x (99,0%)
6onbHBIX. Y 175 (85,4%) nereit oHa perucTpupoBaliach Kak BO BpeMsi 0OJpCTBOBAHUS, TaK U BO
Bpemsi cHa. IIpum stom Tompko y 111 (54,1%) nereit mu3 205 mnamueHTOB C BBISABICHHOU
SMUAKTUBHOCTBIO YCTAHOBJIEH AMArHo3 CTPYKTypHas snuiencus. Takum obpazom, y 111 (35,5%)
MAIMEeHTOB C AETCKUM IepeOpabHBIM apaIndoM OTMEUAIach SIUJICTICHUSI.

B 3aBHCMMOCTH OT CEMHOJIOTHH SHWJISHTHYECKHX IPHCTYIIOB OHH paclpelesuIiuCh
cleayomuM obpa3zom: OunarepaibHble ¢ pokalibHbIM HavanoM — y 57 (51,4%) nerelt, pokanbHbie
—y 42-x (37,8%) narmenToB u renepanuzoBannbie —y 12 (10,8%) 601bHBIX.

[IpoBeneHHbI KOPPENSLMOHHBIA aHaIU3 OOHApYXKWI HPSIMYIO CBSI3b MEXJIYy HaJIUYUEM
smuaenTu(GOPMHON aKTUBHOCTH U 3aJCPXKKOH  IICHXO-pEYeBOr0 M MOTOPHOTO  Pa3BUTHUSA
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HaOMIOJaeMbIX TAIMEHTOB Ha mepBoM roxy >ku3uu (r=0,25, p<0,001) u (r=0,21, p<0,001),
COOTBETCTBEHHO. YCTAaHOBJICHAa TAaKK€ KOPPEILIIMOHHAS 3aBUCHMOCTh AIHIEHTH(HOPMHON
aKTUBHOCTH C YaCTHYHOUW aTpodueit 3purenbHbix HepBOB (1=0,28, p<0,001). JoctoBepHo uarie
SMHUAKTUBHOCTh PETHCTPUPOBAJach Yy JeTed C BBIPAKEHHBIMH HAPYHICHUSIMH TJI00aTbHBIX
MoTopHbIX QyHkuuid (GMFCS) u MmanyanbHbix cnocobHocteit (MACS) (r=0,25, p<0,001) u
(r=0,35, p<0,001), cooTBETCTBEHHO.

CornacHO aHAMHECTHYECKHM JIaHHBIM, Ha TEPalul aHTUKOHBYJIbCaHTaMH Haxommics 121
(59,0%) pebenok ¢ oOHapyXkeHHOW AMUIECNTH(OPMHON AKTUBHOCTHIO, HA MOMEHT BKJIFOUCHUS B
uccnenosanue — 110 (53,6%) nereii. Cnenyet otmMeTuTsh, uto y 10 (4,9%) nanueHToB, NoJy4aBIINX
MPOTHBOCYOPOKHYIO TEpAIHI0O B aHAMHE3€, JMMMJICNTHYCCKAX MPHUCTYIOB HE OBUIO HU pa3y B
KU3HU. AHAJIM3 MEAMIMHCKOW MOKYMEHTAIlMH II0Ka3aj, 4YTO NpOQMIAKTUYECKas BaKIIWHAIHS
COTJIACHO HAIMOHATBHOMY KaJCHIAPIO MPO(PHUIAKTHUECKUX MPUBUBOK ObLIA MMPOBEJCHA TOJBKO y 1
(0,3%) pebeHka ¢ [OETCKUM LEepeOpabHBIM MMApPAIHYOM, [0 WHIWBHAYAIPHOMY KaJICHIAPIO
npoduiakTuyeckux npuBuBokK - y 116 (37,1%) nereit, 196 (62,6%) nanueHTOB HE BAKIIMHUPOBAHBI
B CBSI3U C HAJTMYUEM MEIMIIMHCKOTO OTBOJIA IT0 OCHOBHOMY 3a00JICBAaHHIO.

['mnomtasust smanmu 3y00B U Kapuec HaOmomanuch y 17,6% TanueHToB, NMpU ITOM
HaONIOACHUST MW JIGUEHWA Y CTOMAarojora He moiydadl HH oauH pebenok ¢ JLIL
CroMaroJloTHYECKUEe HApYIICHHUs] JWArHOCTHPOBAIMCH HamOoJiee YacTo  y TMAaIUeHTOB CO
CIACTUYECKUM IepeOpaibHbIM mapanudoM - 36,9%, y neTeil co CmacTHYecKOW TUIIJIETHEH OHHU
ObuH 3apeructpupoBansbl B 10,2% citydaeB, y OOJBHBIX € IPYTHMM BUJIOM JIETCKOIO LiepeOpabHOTro
napanmnua — B 10,6% wnaGmrogenunit. Hu y omHoro pebGeHka ¢ JAETCKOW TeMUIUIETHEH HE OBLIO
3apeTUCTPUPOBAHO TUIOIUIA3UH MK 3y00B M Kapueca. TakuM oOpa3oM, B HAIlIEeM HCCIICAOBAHUH
B 47,1% nHaOnrofgeHU CTOMATOJIOTMYECKHUE HApYILIEHUs BBISBISUIUCH IPU CHACTHUYECKUX (hopmax
JUII, B To Bpems kak npu apyrom Buae LI orn perucrpupoBauce B 10,6% ciydaeB. B xone
BBITIOJTHEHUST pabOTHl ObUIM BBISBICHBI TPSMBIC CBSI3U TUNOIUIA3MH AMalld 3yOOB W Kapueca ¢
niceBnoOyns0apasiM cuaapomom (r=0,41, p<0,001), co cmronoreuenunem (r=0,33, p<0,001) u c
mucgaruent (r=0,39, p<0,001), 9TO MO3BOJUIIO CAENATh BHIBOJ O HETaTUBHOM BJIMSHUW yKa3aHHBIX
CHMIITOMOB Ha THUTHEHHUYECKOE COCTOSHHE pPOTOBOHM mojocTH. [lodydeHHBIE CTaTUCTHYECKU
JOCTOBEPHBIE KOPPEISIINHI MEXy nucaruei, nceBro0yas0apHbpIM CHHIPOMOM H CIIFOHOTEYEHUEM
(r=0,88, p<0,001) u (r=0,47, p<0,001), COOTBETCTBEHHO, IIO3BOJSAIOT YTBEPKAaTh, YTO
cinroHoTeyeHue y nanueHtoB ¢ JILII cBA3aHO HE C IMOBBIMIEHHONM NPOIYKLUMEH CIIOHBI, a C
TPYAHOCTSIMH TJIOTAaHHUS Y JaHHBIX OOJIBHBIX, B CBS3H C MMCIOIIUMHUCS Y HUX HEBPOJOTHUYECKUMHU
paccrpoiictBamu (aucdarusi, nceBnoOyabOapHbiii cuHAapoMm). [lpu BBINOTHEHMH HACTOSIIETO
WCCIIe/IOBaHUSI HaMH Obula OOHapy)KeHa TpsMas KOPPEISIUOHHAS 3aBUCHMOCTh MEXKIY
TUTIOTUTa3uel AMaiu 3y00B, kKapuecoM 3y0oB U HaimmuueM y aerei ¢ L1 GenkoBo-3HEpreTHYecKon
Henoctatounoctu (r=0,32, p<0,001). JlaHHOE€ OOCTOSITENBCTBO IIO3BOJIAET CHENATh BBIBOJ O
HETaTUBHOM BIUSHUMA OO0O3HAUYEHHBIX CTOMATOJIOTUYECKUX IPOOJIeM Ha KOpMIJICHHE pPeOCHKa,
palMoH ero NHTaHUs, Ha pPa3BUTHE HYTPUTHBHOW HEIOCTATOYHOCTH, a, CIEJOBATEIbHO, W Ha
Ka4ecTBO €ro >KM3HH. HeoOXOqMMO OTMETHTh, YTO IaTOJIOTUYECKHE HM3MEHEHHS CO CTOPOHBI
MOJIOCTH PTa JOCTOBEPHO YaIlle PAa3BUBAIUCH Y ACTEH C 3aJEPKKOH MCHXO0-PEYEBOTO M MOTOPHOTO
pazButus Ha mnepBoMm roay ckusHu (r=0,3, p<0,001) u (1=0,23, p<0,001), COOTBETCTBEHHO.
WHTepecHBIM  TakKe  NPEACTaBIseTCs ~ OOHAapy)KEHHE  TPSAMON  3aBUCHMOCTH — MEXKIY
CTOMATOJIOTMYECKIMH TTaTOJIOTHUYECKUMH COCTOSIHUSIMH M CTENEHBIO HApPYIICHWH TII00aIbHBIX
Motopubix ¢yakuuii (GMFCS), a Ttakxke ManyanbHbIX crnocoOHocTert (MACS) HaOmomaeMbIx
nered ¢ jaerckuM uepedpanbHbiM - mapanmuuom  (r=0,35, p<0,001) u (r=0,5, p<0,001),
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cOOTBETCTBEHHO. COIJIaCHO MOy4E€HHBIM pe3yJbTaTaM, TMIOIIIa3Hs dMalld 3y00B U Kapuec 3y0oB
JIOCTOBEPHO Yallle BCTPEYAIOTCS Y MAIlMEHTOB C TSHKEJIBIMHM JIBUraTebHBIMH HApYIICHUSIMH, JUIS
KOTOPBIX XapaKTEPHO OTCYTCTBHE CIIOCOOHOCTM K CAMOCTOSATEIBHOMY IEPEIBUKCHHUIO M
3HAYUTEJIBHOE OrPAHUYEHUE MAHYAJIbHON aKTUBHOCTH.

Crniektp KOoMOpOUIHOW MaTojioruu, oOHapyxeHHoW y mauuentoB ¢ JILII npencrasien Ha
pHUCYHKE 3.

CEHCOHeBpasibHas TYroyxocTb
CHU}KEHMeE OCTPOTbI C/lyXa

B ctomaTonormnyeckasa natonorua
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B yacTn4yHaa atpodpuma
65,50% pod
3pUTeNbHbIX HEPBOB

0,
83,70% B 6e/1IKOBO-3HepreTUyecKas
HeJ0CTaTOuHOCTb

' B CHUXKEHME OCTPOTbI 3peHua
0,00% 20,00%  40,00% 60,00% 80,00% 100,00%

Pucynok 3. Criektp komopOuanoi natosorun y aeteit ¢ JLITT

KanHHKO-MHCTPYMEHTA/IbHBIE XapAKTEPUCTHKH JIeTeill ¢ HACJIeCTBEHHBIMH 00JIe3HAMH

bouin  mpoaHanu3upoBaHbl KIMHUKO-MHCTPYMEHTaJbHbIE XapakrepucTuku 44-x (12,3%)
Ha0JI0JaeMbIX MAllMEHTOB, ¢ HanpaBuTeNbHbIM auarHo3oM LI, koTopslil ObLT mepecMOTpEH U B
0oJiee OTHAJICEHHOM TepHojie ObUIO BEpHGPHUIIMPOBAHO HACJIEACTBEHHOE 3a0oseBanue (Tadm. 4).
Cpennuii Bo3pacT BepuHKalud HACJIEICTBCHHBIX 0OJIe3HEH Yy HaOII0JaeMbIX HAMU TAIMEHTOB
cocraBmi 5,02+3,5 net. B nammx HaOM0neHUSIX HanOOJIbIIee KOJIUYECTBO MAIlMEHTOB, C UCXOIHBIM
HerpaBoMO4YHbIM guarHo3om JILII, oTrmewanock mpu apyroMm Buue IepeOpaibHOTO Tapainya
(G80.8) - y 34-x (77,3%) n3 44-x nereid. Y 5 (11,3%) GonbHBIX OBLI IEPBUYHO YCTAHOBJICH JUATHO3
cnactuyeckas auruierus (G80.1); y 4-x (9,1%) nmereii - cnacTUYeCKui 1epeOpabHBINA Mmapamud
(G80.0) my 1 (2,3%) pebenka - nerckas remuruierus (G80.2).

AHanu3 aHAMHECTHYCCKHX JAHHBIX IMOKa3aJl, YTO Y IOJABJISIONICTO OOJBIIMHCTBA JETCH
naHHOUM Tpynmel oneHka mo mkane APGAR cocrabmsiia 7-9 6amnoB kak Ha 1-#, Tak U Ha 5-#
munyTax xus3Hu: 77,3% u 88,6%, cooTBercTtBeHHO. B TO Bpemsi Kak y JAeTeld C JETCKUM
nepedpanbHbIM napamuoM olieHku 1o mkaie APGAR 7-9 6annoB Ha 1-if u 5-if MUHyTaxX KU3HU
orMmeyanuch y 35,5% u 52,4%, coorBerctBeHHO. CpenHsis Macca Teja MpU POXKICHUH y JIeTei ¢
TEHETUYECKU JCTePMHUHUPOBAHHBIMU 3abosieBaHusiMu cocTaBisiia 3210 r (2862,5; 3485,0), a y
6ombubIx ¢ JJLIT - 2459 r (1400,0; 3625,0).
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Tabnuna 4. Pacmnpenenenwe nDanueHTOB C  BEpUUUIUPOBAHHBIM  HACJIEICTBEHHBIM

3a00JIEBaHUEM I10 HO30JIOTMUECKUM (popmMam
HanpaBureabHblii BepudguuupoBannbiii Bozpact Bozpact
ANAarHo3 ANAarHo3 ne6roTa TOCTAHOBKHU
AMarHo3a

ilgggcg sun JUI ®dpoHTOTEMIIOpaNIbHAS AETeHepalus 2 Mec. 2r.
ilé)ggcg sun JUI Muonuctpodust Yabpuxa C POXKIEHUSA 4r.
ilé)ggcg sun T Bonesns Kpad6e C POXKICHUS 2.

. XpoMocoMHast MaTOJIOTHsI YTOYHEHHASI:
ilé)ggcg sun T MUKPOAYIUIUKAIUA KOPOTKOIO Iuiedya XpOMOCOMBI 16: 7 mec. 3r.

) 16p12.3

ilé)ggcg sun JUI CrimHouepebesipHast aTaKCHst 6 mec. 5.
g;s;:g::c(lgg 0.1) HMCH, tun 2B1 (6one3ns lapko-Mapn) 2r. 5.
ilé)ggcg sun JUI Cykpa3za-u3oMajibTa3zHas HeJJOCTaTOYHOCTb C pOXIIEHUS 3r.
ilé)ggcg sun T JlefikoaucTpodust ¢ TUITOMUCTUHU3AITHCH 4 mec. 16 .
ilé)ggcg sun T Muoauctpodus Yiabpuxa 10 mec. 4rT.
ilé)ggcg Ban JIHII JluckuHesus ¢ paruaibHEIMA MUOKAMUSIMH 2T 12 m.
ilé)ggcg Ban JIHII Bonesus Kanasan C pOXKIEHUS 4r.
ilé)ggcg sun T Cunnpom Kocrenio C pOXKIEHUS 4rT.
ilé)ggcg sun T Jleiikoguctpodus [lenunuyca-Mepubaxepa C pOXKIEHUS 3r.

. JlelikosHneanonatuss ¢ MOpPaXEHHEM  CTBOJA
ilé)ggcg sun JUI TOJIOBHOI'O MO3Ta W BBICOKHM YPOBHEM JIaKTaTa MpHU 2 Mmec. 5.

) MP-crieKTpoCKOIuu

ilé)ggcg sun T Bonesns Kpad6e 4 mec. 2.
ilé)ggcg sun JUI L2-ruapoxcuriyrapoBas aluaypus C POXKIEHUSA 2r.
Crnactuueckast XpOMOCOMHasI TATOJIOTHSI YTOUHEHHAS: MUKPOJIEI SLHST ¢ DOKICHILL Ir
nuruierus (G80.1) KOPOTKOTO Tuieya XpoMocoMsbl 1: 1p36.33-p36.32 poxae )
ilé)ggcg sun JUI MIIC, Tun 3B (cunapom Candunumniio) 3r. 7 1.
ilé)ggcg sun JUI MIIC, Tum 2 (cuaapom XaHTep) Ir. 3r.
ilé)ggcg sun T HMCH, tun 1 (6one3up Pyccu- Jiepu) 6 mec. 3r.
ilé)ggcg sun JUI MIIC, Tum 2 (cuaapom XaHTep) 3r. 7 1.
ilé)ggcg s ST bonesnr Humanna ITuka, Tun C 6 mec. 2T,
HApyroit - pun - T Aunbga - MaHHO3U103 C pOXIIEHUS 2r.

(G80.8)
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Tabnuua 4. Pacrnpenenenwe nDanueHTOB € BEpUUUIUPOBAHHBIM  HACJIEICTBEHHBIM
3a00JIeBaHUEM T10 HO30JIOTHYECKUM (hopMaM (IIPOA0TKEHUE)
HanpaBureJbHblii 1Maruo3 BepuduuupoBannbiii Bozpact Bozpact
JAUATHO3 ae6roTa TMOCTAHOBKH
AMarHo3a
Cnactrueckuit
HepeOpabHBINA Tapanny Cunnpom Cmura-Jlemnu-Onuria C POXKIEHUA 3r.
(G80.0)
Criactuueckast JUILIETUst .
(G80.1) Cunnpom Atikapau - ['yrbepeca C POXKIEHUA 11 n.
. MIIC, Tum 3B (cunapom
Hpyroit Bux ALIT (G80.8) Canduminro) Ir. 11 .
XpOMOCOMHas MaTOIOTHUS
. TOYHEHHAS: MUKPOIYTUTHKALIS
Hpyroid Bux JILIIT (G80.8) )}:/[,]'II/IHHOFO mieya )I()pol\}/IIOCOMLI 19: ¢ POAICHIA 3r
19q13.41
Hpyroit Bux AT (G80.8) MertunmanoHoBas aluIeMus 2T 3r.
Cnactrueckuit
. AYTOCOMHO - JOMUHaHTHasI
LepeOpabHBII Mapanuy . C pOXIEHUS 11n
ceMeifHasi BUCOYHAs DITUIICTICUS
(G80.0)
Hpyroii Bua JLIT (G80.8) XpOMOCOMHAs! TTATOJIOTHS C POXKICHUS 4r.
YTOYHEHHAs!: MUKPOEIeLHsI
KOPOTKOTI'O TIJIe4a XPOMOCOMBI 1:
1p36.33-p36.32
Hpyroit Bux AT (G80.8) I'myrapoBas auuaypus, Tam 2 C POXXICHHUSA 3r.
Cnactrueckuit XpOoMOCOMHas MaTOJIOTHS C POXKIEHUSA 5.
LepeOpabHBII Mapanuy YTOYHEHHAsT: MUKPOEIELHsI
(G80.0) JUTMHHOT'O TIeYa XPOMOCOMBI 15:
15q15.3
Hpyroit Bux AL (G80.8) XpOoMOCOMHas MaTOJIOTHS C POXXICHUSA 5.
YTOYHEHHAsI: CHHIPOM
MUKPOJYIUTUKAIINH JUIMHHOTO
ieda xpomocomsl 15: 15q11.2
Cnactuyeckuit XpOMOCOMHas MaTOIOTHUS C POXKIEHUA 2T
LepeOpabHBII Mapanuy YTOYHEHHAs!: CHHIPOM
(G80.0) MUKPOEJICIUU IJTMHHOTO TIeYa
xpomocomsl 7: 7q31.1
Criactuueckast JUILIETUst MuToXOoHIpUaNTbHas C pOXIEHUS 9 1.
(G80.1) sHIIe(haTOMHONIATHS
Jlerckasti reMUILIETust MuToXOHIpUaTbHAas C pOXIEHUS 10 .
(G80.2) sHIIe(haTOMHONIATHS
Hpyroii Bug JLIT (G80.8) MIIC, tum 2 (cuaapom XaHTtep) 1,5r. 8 1.
Hpyroii Bua JLIT (G80.8) HenocraTounocts nupysar 6 mec. 5o
JIETHIPOreHa3bl
Hpyroii Bug JLIT (G80.8) IIponmonoBast anuaypust C POKICHUS 3r.
Hpyroit Bux AL (G80.8) MutoxoHipuagbHas C POXKIEHUSA 3r.
sHIIe(haTOMHONIATHS
Criactuueckast JUILIETUst XpoMOCOMHasl ITaTOJIOTHsI C pOXIEHUS 2T.
(G80.1) YTOYHEHHAs: CHHIPOM
MUKpOJIEIENNH KOPOTKOTO Iuieya
xpomocomsl 10: 10p.14
Hpyroit Bux AT (G80.8) Cunnpom Perra 6 Mmec. 13 .
Hpyroii Bua AT (G80.8) XpOMOCOMHAs! TTATOJIOTHS C POXKICHUS 3r.
YTOYHEHHAs: CHHIPOM
MUKPOIYIUTUKAIINH JUTMHHOTO
ieda xpomocomsl 15: 15q11.2 —
ql3.3
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WHTepecHbIM U AUarHOCTUYECKU IIEHHBIM SIBJSIETCA TOT (DaKT, 4TO, IPOBEIEHHAS HA MOMEHT
BKJIIOUEHUSI B MCCIIEJOBaHME, OLIEHKA YPOBHS ICHUXMYECKOTO Ppa3BUTHUSI JETEH C TE€HETUYECKU
JeTEPMUHUPOBAHHBIMU OOJIE3HSIMHU MOKa3aja MPOrpecCupyroliee HapacTaHUE CTENeHH OTCTaBaHUs
MICUXUYECKOTO Pa3BUTHUS y BCEX JeTel JaHHOW IPYMIbl, 10 CPABHEHHUIO C MEPBBIM I'OJIOM >KM3HHU.
Tak, y 4,6% OOJNBHBIX C MCUXUYECKUM PA3BUTHEM COOTBETCTBYIOLIMM BO3pPAaCTHBIM HOpPMaM Ha
MIEPBOM T'0J1y KU3HH, KOHCTaTUPOBAHO OTCTaBaHUE IICUXUYECKOro pa3BuTHs Ha 1 nmepuon, y 6,8% -
Ha 2-3 nepuonaa u 'y 88,6% - Ha 4 u Gosee nepruoa0OB, B TO BpeMs Kak Ha IIEPBOM TOAY KU3HU OHU
coctaBimsim 18,1% wu 72,7%, coorBerctBeHHo. [Ipm 3TOM aHamorwyHas OIIEHKA YPOBHS
MICUXUYECKOTO pa3BUTHS y JeTed ¢ JAETCKUM LiepeOpalibHbIM IapaJiidyoM HEe OOHapyxXuiia
YXYALIEHUS  MICUXMYECKOro  pa3BUTUS  HAONIONAaeMbIX  IAalMEHTOB, HaoOOpoT,  Oblia
3aperucTpupoBaHa HEKOTOPas MOJIOKUTENIbHAS IMHAMUKA B BUJIE YBEIMUEHUS KOJIMYECTBA JETEH C
HOPMaJIbHBIM IICUXHUYECKUM Pa3BUTHEM IO CPAaBHEHUIO C TAKOBBIM Ha MEPBOM rojay >kusHu: 6,4% u
1,9%, COOTBETCTBEHHO.

HccnenoBanue ciyxoBOro aHajan3aTopa Y BCeX HaOJI0JaeMbIX MAllMEHTOB OOHAPYKUJIO, YTO
CHHKEHHE OCTPOTHI CITyXa OTMeHanoch y 29,5% neteit ¢ HacneACTBEHHBIMU OOJIE3HAMHU, MIPH 3TOM
CEHCOHEBpaJbHasl TYTOyXOCTh 3apeructpupoBana y 25,0% OomnpHBIX. [Ipy 3TOM y mamueHToB C
JETCKUM LIepeOpaIbHBIM MapaIMuoOM CHUKEHHUE OCTPOTHI ciryxa 3adukcupoBaHo y 11,8% nereit, a
CEHCOHEeBpasbHasi Tyroyxocts - y 10,5% OGonpHbix. KpoMe TOro, CHUEHUE OCTPOTHI ciiyxa ObLIO
JIOCTOBEPHO dHaIle y OOJBHBIX ¢ IU(PPy3HBIM MOPAKEHHEM OEJOro BEelIeCTBAa TOJIOBHOTO MO3ra
(r=0,22, p<0,001), BbIsBieHHBIM NpH IpoBeneHurn MPT romoBHoro mosra y 41,0% namnueHToB c
IF€HETUYECKU JETEPMUHUPOBAHHBIMU OOJIE3HSIMU.

TakuMm 00pa3oM, cieyeT NpeaArnoaoKuTh, YTO 0OHAPYKEHUE NAaTOJOTUYECKUX U3MEHEHHH CO
CTOPOHBI CIyXOBOTO aHalIM3aToOpa MOXET yKa3blBaTh HAa HEOOXOJUMOCTh 00Jjiee TIIATEIbHOI0
obcnenoBanus nauuventoB ¢ JLII u npoBenenus yriy6nennoi nuddepeHnnanbHoi JUarHoCTUKH,
HaIpaBJICHHON Ha  MCKIIIOYEHUE/NOJNTBEPXKJIEHUE HaJIW4yusl y  OOJBHONO  T€HETHYECKU
JNEeTEPMUHUPOBAHHOTO 3a00JI€BaHUSI.

CpaBHHTENBHBIN aHaN3 pe3yiabTaToB MPT ronoBHoro mMosra y Bcex Ha0Jt01aeMbIX OOJIbHBIX
MoKas3aj, 4TO y JIETe ¢ HaCJICICTBEHHBIMH OOJIE3HSIMHU HamboJjiee JyacTo oTMedanoch auddysHoe
nopaxeHue Oenoro BeuiecTBa rojoBHoro mosra (41,0%) u muddysnas nepedpanbHas aTpodus
(34,1%). B To Bpems kak HauboJiee YaCTbIMU CTPYKTYPHBIMH MOBPEKICHUSIMH IOJIOBHOI'O MO3ra y
o6ompHpix ¢ MUl saBnsnucs muddysHas uepedpanbHas arpodus (66,1%) u  riamosHas
tpanchopmanus (58,8%). BpoxxneHHbIle TOPOKH Pa3BUTHSA TOJIOBHOTO MO3ra OBLIM OOHApY>KEHBI
nipu npoeaenud MPT ronosnoro mosray 8,0% nereit ¢ JJLII u 'y 13,6% 60abHBIX Fr€HETHYECKUMHU
6one3nsaMu. HecMoTps Ha TO, YTO BpOKJIECHHBIE TOPOKU PA3BUTHUS FOJOBHOI'O MO3ra HE UCKJIIOUAOT
HaJIM4us y NalUeHTa JETCKOTo IepedpaibHOro napajinya, o HallleMy MHEHUIO, UX OOHapyXeHHe
JOJKHO OBITh  TIIATENbHO MPOAHATU3UPOBAHO M IO COBOKYIIHOCTH JPYTHX KIUHUKO-
MHCTPYMEHTAJIbHBIX XapaKTEPUCTHK NAIMEHTa, MOCIYKUTh JTOMOJHUTEIbHBIM apryMEHTOM B
MoJIb3y J000ciieIoBaHusl OO0JIBHOIO C NPUBJICYEHUEM TIE€HETHKa U IPOBEJCHHEM TI'€HETUYECKOU
JIMarHOCTHKH.

bbl1 mpoBenieH CpaBHUTENbHBIN aHANINU3 KIMHUKO-UHCTPYMEHTAJbHBIX MOKa3aTesel nerei ¢
HACJIEICTBEHHBIMU OO0JIE3HSMH, CIIACTUYECKUM LiepeOpaIbHBIM MapajindoM, KaKk HauboJsee TsHKenoi
dopmoit LI, m apyrum BuUIOM AETCKOTO IepeOpanpHOro mapanuda (tabdn. 5). I[lomydeHHbie
JAHHBIE CBUJETEIbCTBYIOT O TOM, YTO MHOTHE W3 aHAJIM3UPYEMBIX XapaKTEPUCTHUK OOJBHBIX C
FeHEeTUYECKUMHU 3a00JIEBaHUSIMM COIIOCTABUMBI C aHAJIOTHYHbIMH y feteit ¢ pyrum Bugom LT
(mMacca Tema mpu poxaeHuH, oueHku no mkaire APGAR, ceHcoHeBpaigbHasi TYroyxocTb,
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nporpeccupyionee TedeHHe 3abojeBaHMs, yTpaTa paHee

MICUXUYECKUX HABBIKOB, Hainuuue nud@dy3Horo mnopaxxeHus: 6el0oro BelecTBa MOJOBHOIO MO3ra U

NPUOOPETEHHBIX MOTOPHBIX U

BpPOKJIEHHBIX IIOPOKOB ero pa3sutus no gaHHbiIM MPT), uro paer ocHoBaHHWe crenarhb
MIPENIOJIOKEHUE, YTO HEKOTOPhIE MAlMEHThl, HAOIIOAAIOIKECS B HACTOSAIIEE BPEMS C JUArHO30M:
Hpyrou BU]] 1epedpaIbHOTO «MAaCKHAPYIOT»
J€TEPMUHUPOBAHHbIE 3a00J€BaHUS M TPEOYIOT MNPOBEICHUS AajJbHEHIIEero 1000CIeI0OBaHUS C

JCTCKOT'O Inapajin4da, TCHETUYCCKU

MIPUBJICYCHUEM T€HETUKOB U MTPOBEACHUEM T€HETHUECKUX UCCIIEIOBAHUN.
Ha ocHOBaHMM TMOJIyueHHBIX B XOJI€ UCCIIEIOBAaHUS pE3ylIbTaToB OblLI pa3paboTaH

muddepeHInanbHO-IMarHOCTUYECKUI  alTOPUTM  JIETCKOro  LiepeOpalbHOTO  Hapajuya C

HaCJEACTBEHHBIMU 00Jie3HsAMU (puc. 4).

Tabmuma 5.

HACJIEACTBEHHBIMH 00JIE3HIMU

KJIMHMKO-MHCTpYMEHTANIbHBIE XAPAKTEPUCTUKU IAILUEHTOB C

AHanusupyemblii NpU3HaK Cnactuueckuii | Apyroii HacnepcrBeHHble
uepe6bpanbHbliii | BuA ALN, 6one3Hun, n=44
napanuu, n=66
n=103

Lkana APGAR 1 MuHyTa, 1-3 36 (34,9%) 15 (22,7%) 3(6,8%)
6annbl 4-6 46 (44,7%) 16 (24,3%) 7 (15,9%)
7-9 21 (20,4%) 35 (53,0%) 34 (77,3%)
Likana APGAR 5 MUHYTa, 1-3 9 (8,7%) 4 (6,1%) -
6annbl 4-6 53 (51,5%) 19 (28,8%) 5(11,4%)
7-9 41 (39,8%) 43 (65,1%) 39 (88,6%)
CpeaHnas macca Tena npu 2250 (1400; 3200 3210 (2862,5;
poXKaeHuu, r 3200) (2797,5; 3485)
3625)
[ebloT ¢ poxkaeHua 103 (100%) 50 (75,8%) 25 (56,8%)
Oe6ioT nocne 1 roaa *usHu - 7 (10,6%) 8 (18,1%)
3MPP Ha nepBom roay oTCyTCTBUE - - 2 (4,6%)
KU3HU nerkas - 4 (6,1%) 2 (4,6%)
cpeaHen TaxecTm 5(4,8%) 9 (13,6%) 8 (18,1%)
TAXenan 98 (95,2%) 53 (80,3%) 32 (72,7%)
3MP Ha nepsom roay oTCyTCTBUE - - 8 (18,1%)
nerkas - - -
cpeaHen TaxecTm - 11 (16,7%) 12 (27,3%)
TAMenan 103 (100%) 55 (83,3%) 24 (54,6%)
Mporpeccupytoliee - 4 (6,1%) 34 (77,3%)
TeyeHue 3aboseBaHUA
YTpaTa paHee - 3 (4,5%) 20 (45,5%)
NpUobpeTeHHbIX HaBbIKOB
BakuuHauma no KaneHgapto - - -
WMHAMBUAYaANbHbIN 10 (9,7%) 17 (25,8%) 15 (34,1%)
KaneHaapb
MefoTBO/, Mo 93 (90,3%) 49 (74,2%) 29 (65,9%)
3aboneBaHutO

AU w
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Tabnuna 5. KiMHMKO-UHCTpyMEHTalbHBIE XapakTepucTuku mnanueHtoB c¢ JILII
HACJIEICTBEHHBIMU 00JIe3HSIMHU (TIPOJAOIKEHHUE)

AHanusupyembliit NPU3HaK CnacTuueckum DOpyroii Bug, | HacnepcreeHHble
uepebpanbHbin aun, n=66 6onesHun, n=44
napanwy, n=103

CTeneHb OTCTaBaHUA 1 nepuog, - - 2 (4,6%)
NCUXMYECKOTO Pa3BUTUA 2-3 nepuoaa 11 (10,7%) 12 (18,0%) 3(6,8%)
4 n bonee nepnoaos 92 (89,3%) 54 (82,0%) 39 (88,6%)
YactuuHana atpoduma 3puTeNbHbIX HEPBOB 69 (67,0%) 21 (31,8%) 13 (29,5%)
CHUXKeHMe OCTPOTbI 3peHus 103 (100%) 51 (77,3%) 30 (68,2%)
Ctpabusm oTCyTCTBUE 31 (30,1%) 37 (56,1%) 30 (68,2%)
cxoaALmiAca 44 (42,7%) 23 (34,8%) 9 (20,4%)
pacxoaawmiica 28 (27,2%) 6(9,1%) 5(11,4%)
CHUKeHMe OCTPOTbI Cyxa 12 (11,6%) 14 (21,2%) 13 (29,5%)
CeHcoHeBpanbHasa TYroyxocTb 10 (9,7%) 12 (18,2%) 11 (25,0%)
McesaobynbbapHbIN cMHAPOM 63 (61,2%) 31 (47,0%) 15 (34,1%)
CnioHoTeueHue 30 (29,1%) 18 (27,3%) 14 (31,8%)
Oucdarus 57 (55,3%) 28 (42,4%) 14 (31,8%)
Mmnonnasus amanu 3y6oB., Kapuec 38 (36,9%) 7 (10,6%) 2 (4,6%)
benkoso- oTCyTCTBUE 13 (12,6%) 16 (24,2%) 14 (31,8%)
sHepreTMyeckas nerkas 8(7,8%) 7 (10,6%) 5(11,4%)
HEA0CTaTOYHOCTb, ymepeHHasn 50 (48,5%) 25 (38,0%) 16 (36,4%)
cTeneHb TAXenan 32 (31,1%) 18 (27,2%) 9 (20,4%)
3nunentndopmHan oTCyTCTBUE 23 (22,3%) 25 (37,9%) 21 (47,7%)
aKTMBHOCTb HanmMyune 80 (77,7%) 41 (62,1%) 23 (52,3%)
3nunentndopmHan pervoHanbHasn 80 (100%) 41 (100%) 23 (100%)
aKTMBHOCTb anobodysHas 37 (46,2%) 18 (43,9%) 10 (43,5%)
3nunentndopmHan b6oapcTBOBaHNE 77 (96,2%) 41 (100%) 22 (95,6%)
aKTMBHOCTb COH 80 (100%) 41 (100%) 22 (95,6%)
dnunencusa 60 (58,2%) 12 (27,3%)
Cemunonoruns ¢doKanbHble 20 (33,3%) 6 (31,6%) 5(41,7%)
3MNMUAeNTUYECKUX bunaTepanbHble ¢ 33 (55,0%) 9 (47,4%) 5(41,7%)
npUCcTynos boKasbHbIM HayasIoM
reHepann3oBaHHble 7 (11,7%) 4 (21,0%) 2 (16,6%)
MPT ronosHoro mosra atpodun 93 (90,3%) 38 (57,6%) 15 (34,1%)
raMos 82 (79,6%) 25 (37,9%) 5(11,4%)
Kucta - - -
KMCTO3Has 65 (63,1%) 16 (24,2%) 4 (9,1%)
TpaHcpopmauua
NnepuBEHTPUKYNAPHAA 16 (15,5%) 16 (24,2%) 6 (13,6%)
nelikonatuma
anbdysHoe noparkeHue - 12 (18,2%) 18 (41,0%)
6enoro BellecTsa
BPOXAEHHbIN NOPOK 6 (5,8%) 6(9,1%) 6 (13,6%)
passuTus
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HyTpuTHBHBII cTaTyC A€eTel ¢ 1eTCKUM HepedpaabHbIM NapaJuioM H COMYTCTBYIONIE
0€JIKOBO-IHEPreTHYECKOi HeJ0CTATOYHOCTBIO

YranyOneHHOe HCCIeOBaHHe HYTPUTHBHOTO CTaTyca OBUIO TPOBENEHO 27 MaIMeHTaMm C
nerckuMm  1epedpanbHbiM - napanndoM  (G80) M comyTCTByIOIIEH OEIKOBO-3HEPreTUYECKOM
HeZocTaTouHOCThIO, U3 HUX 11 (40,7%) neBoukam, 16 (59,3%) manbuukam. Y 17 (63,0%) G60nbHbBIX
ObU1 ycTraHOBJEeH auarHo3 Crnactuyeckuil nepeOpanbhbiii napanuyd (G80.0), y 5 (18,5%) nereit —
Cnactuueckas purierus (G80.1), y 3-x (11,1%) manuentoB — Jlerckas remuruierus (G80.2) n'y 2-
x (7,4%) 6onpHBIX — [pyro#t Bua nerckoro repedpansHoro mapanmmda (G80.8). YV 24-x (88,9%)
neteit otmevanach aucdarus, y 22-x (81,5%) 00ybHBIX — nICeBA0OYIbOAPHBIN CHHIPOM, COYETAHUE
nucdaruu ¢ rnce1o0ynb0apHbIM CUHIIPOMOM 3apeructpupoBano y 22-x (81,5%) nanuentos. ¥V 15
(55,6%) nereii 3aUKCUPOBAH HEPETYISAPHBIN CTYJ TBEPABIMHU KaJOBBIMH MaccaMH, YTO COYETAIOCH
C MpU3HaKaMM AUCYHKUIMU OunmapHoro tpakra. BospacT manueHnToB BapsupoBai ot 5 go 11 jer.
Cpennuii Bo3pact 60sibHBIX cocTtaBui 7,4 (5,7; 8,0) net. Bece HaGmrogaembie 00bHBIC, BKIIOUEHHBIE
B JIAHHYIO TPYIIY, ObJIM OCMOTPEHBI JUETOJOIOM, KOTOPHIM ObLT YCTaHOBJIEH JUarHo3 benkoBo —
JHEpreThyueckas HeaocTaTouyHocTh. I[lpu stom y 17 (63,0%) mamueHTOB OTMEYasach JieTKas
O6enkoBo — sHepreTuueckas HegoctatouHocTh (E 44.1), y 5 (18,5%) nereit — ymepennas (E 44.0) u
y 5 (18,5%) GonbubIx — Tsixenas (E 43.0).

OneHka aHTPONOMETPUUECKUX JTaHHBIX ¢ Hcnojb30BanueM nporpammel « WHO AnthroPlus»
mokaszaina, 4ro Z-score maccel Tena K Bospacty (WAZ) cocraBun ot -4,33 mo 0,27 (puc. 5).
Cpennuit mokasatenb Z-score Macchl Tena kK Bo3pacty (WAZ): -1,34 (-2,23; -0,43).

45% T T T T T T T T T

@ Tabniys 5038, 2007 r. (61 mec.— 19 ner)
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Pucynok 5. Macca Tena /Bo3pact Z-score WAZ

Z-score mnuHbl Tena K Bo3pacty (HAZ) BapwsupoBan ot -3,27 no 1,03 (puc. 6). Cpennuit
nmokasarenb Z-score JUTHbI Tena K Bo3pacty (HAZ) coctasun -1,34 (-2,14; -0,53).
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Pucynok 6. Jlnuna tena/Bo3pact Z-score HAZ

Z-score UMT k Bo3pacty (BAZ) BapsupoBai ot -3,31 go 0,83 (puc. 7). Cpennuii mokaszareib
Z-score UMT x Bo3pacty (BAZ) cocraBuin -0,87 (-2,01; 0,18).

45%

T T T T T T T T T

POCTY/pa3BNTING SeTeil (0T poxa. 20 60 wec.). Crpssounme TaSnuyw BO3-s. 2007 r. (61 wec.~ 19 ner,

40%

Netn

20% |- .

15% [ B

5% |- -

0% T T T T T T T T

Z-cKop

Pucynok 7. UMT/Bo3pact Z-score BAZ

BronMnerancHBIN aHAaM3 COCTaBa Teja OOHAPYKUJ, YTO WHAECKC MacChl Tesla ObLI MOHMKEH
y 16 (59,3%) nabmogaembix nanueHToB, y 11 (40,7%) OoJIbHBIX - HAXOAUJICS B MpeAeaax HOPMBI.
[Ipu atom oH pacnpenensuicsa B rpymme aereit ¢ JUIT ot 12,3 no 16,5. Cpenuuit UMT cocraBisin
14,6 (13,1; 15,4). XKuposas macca Tena y 6oapubix ¢ LI BapsupoBana ot 0,9 no 9,3 xr. I[Ipu sTom
y 2-x (7,4%) neteii oTMeuanoch ee cHmxkeHue, y 2-x (7,4%) nanueHToB oHa ObLTa MOBBIIICHA U Y
23-x (85,2%) GOJIbHBIX PErUCTPUPOBATIOCH HOPMATIbHOE €€ coaeprkanue. Tomas Macca Tena Obuia
nonmxkena y 20 (74,1%) OompHbBIX, ¥y 7 (25,9%) nereil oHa coOoTBETCTBOBaja Hopme. B
HaOI0gaeMoil rpymnme 3TOT mokasarenb BapbupoBai oT 10,9 mo 34,7 kr. AKTUBHas KJIETOYHAs
macca (AKM) Obuta camxena y 20 (74,1%) mamueHToB, B TO Bpems Kak y 7 (25,9%) nereit
OTMEYAJIUCh €€ HOpMaslbHble NIOKa3aTenu. JlaHHbIi noka3aTesb BappupoBai ot 3,1 mo 21,3 kr. ons
aKTHBHOW KJIETOYHOW Macchl Obuta moHmwkeHa y 19 (70,4%) nmereit, noseimeHa — y 4-x (14,8%)
OOJIbHBIX, COOTBETCTBOBaja HOPMATUBHBIM TNOKazarenssM — y 4-x (14,8%) mnauumenroB. B
HaOmogaemoit rpynme narueHToB noiasi AKM pacnpenensnace ot 36,0% mo 68,0%. CkenetHo-
MbIIlIeYHas Macca Teja Oblia nonmwxkeHa y 5 (18,5%) 60abHbIX, noBbimeHa —y 3-x (11,1%) nereii u
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COOTBETCTBOBaJIa HOpMajbHbIM BenuuuHam y 19 (70,4%) nanuentoB. [laHHBIA moOKa3aTenlb
BappupoBan oT 3 gm0 21 kr y gereil ¢ AeTckuUM UepeOpadbHbIM mapanuyoM. [lons ckeneTHo-
MbIIIEYHOM Macchl Obuia moBbiieHa y 14 (51,9%) GonbHbIX, noHmwkena — y 1 (3,7%) nmauuenTa,
cooTBeTCTBOBaa HopMe — y 12 (44,4%) nereit. Pactipenenenue B nucciaeayeMon TpyIinne JaHHOTO
napamerpa npuxoauiock ot 23,0% 1o 60,0%. Y nenbubiit ocHOBHOM 00MeH (YOO) ObuT IOHMKEH Y
3-x (11,1%) nereit, moBeimeH — y 7 (25,9%) GonpHBIX, cooTBeTCTBOBAI HOpMe — y 17 (63,0%)
nmanueHToB. JlaHHbIN Moka3aTenb BapbupoBai oT 853,0 go 1523,0 kka/kB.M/cyT. O01mast >XKUAKOCTh
opranu3Ma Oblla B Ipelenax HOpMalbHbIX 3HaueHud y 14 (51,9%) nereit, noBeimeHa — y 11
(40,7%) GonbHBIX, MOHIWKEHA — Y 2-X (7,4%) manmeHToB. [laHHbII MOKa3aTenas BapbupoBal oT 7,8
no 25,0 xr. BHeksieTouHas xuaKkocTh Obuta noHmwkeHa y 15 (55,6%) HabnrogaeMbIx MalueHTOB, B
To Bpemsi kKak y 12 (44,4%) nereit Haxoauwnach B Ipenenax HOpMbI. JIaHHBIM MOKa3aTenlb
pacopenensics ot 5,0 mo 12,0 kr. ®da3oBeiid yron Ououmnenanca Obi1 moHMWkeH y 15 (55,6%)
nereit, mosoimeH y 1 (3,7%) pebenka, coorBerctBoBasl HopMme — y 11 (40,7%) manueHTOB. DTOT
nmokaszarenb BapbupoBai ot 3,3 mo 9,8 rpamgycoB. Conepskanue xupa (%) OblIO MOHMKEHO Y 15
(55,6%) mabmogaembIx manueHToB, y 1 (3,7%) pebenka oHO ObUTO MOBBIMIEHHBIM Uy 11 (40,7%)
JeTel — HaXOWJIOCh B Mpefiesiax HOPMaJIbHBIX BeWYMH. JlaHHbINH nokas3aTens BappupoBai ot 7,0%
1o 27,0%.

B nabGmromaemoit rpynne gereil He OBLIIO MAIMEHTOB, MOYYAONIUX 30HI0BOE MUTAHUE WIIH
nuTaHue depe3 racrpocromy. OleHka NMUTaHus HAOMI0JaeMbIX MAlUMEHTOB MOKas3ana, 4to u3 27
JeTel ¢ JETCKUM IepeOpaIbHbIM MMapandoM peXuM NHUTaHus He cooOmomancs y 19 (70,4%)
nanueHToB. [lutbeBoit pexxum He coOmoaancs y 14 (51,8%) nereit. CHuXeHHE alleTuTa BhISIBIICHO
y 20 (74,1%) nabmogaembix OonbHBIX. Hu onuH M3 HaOMOJaeMbIX MAlMEHTOB HE MOJIydal
JIOTIOTHUTEIBHOTO MUTAHMS C MCIIOJIb30BAaHUEM CHELHATIU3UPOBAHHBIX NPOAYKTOB. Y 15 (55,6%)
neredl 3aUKCUPOBAaH HEPETYISAPHBIA CTYT TBEPABIMH KaJIOBBIMH MAacCaMH, YTO COYETAIOCHh C
MpU3HAKaMU JUCHYHKLIUY OMIIMApHOTO TPaKTa.

VY Bcex HaOII0JaeMbIX MMALIMEHTOB ObLI M3YY€H XMMHUYECKHI COCTaB pallMOHA MUTaHUs (pHC.
8). AHanu3 MOJYYEeHHBIX JaHHBIX Moka3an, yto y Bcex 27 (100%) manueHToB OTMEYaloCch
CHUKEHUE KAJOPUHWHOCTH MUTAHUSA, 0 CPABHEHHUIO C BO3pacTHOW HopMo# motpebieHus (ot 10%
no 52% Huxe BO3pacTHOM HOpMBI moTpebneHus). B xoxe uccienoBaHust ObuiM OOHAPY>KEHBI
MIPSIMBIE CBSI3W JJAHHOTO TOKAa3aTelsl CO CIEAYIOIMME apameTpamu: Maccou tena (r=0,61, p<0,01),
nHaekcoM maccel Tena (r=0,57, p<0,01), >xkupoBoii maccoit Tena (r=0,53, p<0,01), Tomeit maccoi
tena (r=0,52, p<0,01), ckenerHO-MBIIeYHOM Maccoil Tema (r=0,51, p<0,01), momeil ckemeTHO-
MbIedHo Mmaccel tena (r=0,54, p<0,01), oGmeit xuakocteio (r=0,71, p<0,01), BHeKIETOUYHOMI
xuakocteio (1=0,74, p<0,01), comepkanumem Oenka B paruone nurtanus (r=0,84, p<0,01),
cojiepaHueM >kupa B panuone nuranus (r=0,76, p<0,01) u conep>kaHreM yrieBOJOB B pPaIlMOHE
nutanus (r=0,85, p<0,01). ¥ 17 (63,0%) nmereii oTmeuanoch CHU)KEHHUE COJEp)KaHUs Oelika B
(haKTUYECKOM IMUTaHUU 110 CPAaBHEHUIO ¢ BO3pacTHON HOpMo# notpedaenus (ot 10% no 55% Huxe
BO3pacTHOM HOpMBI moTpebdiieHusi), B To Bpems kak y 10 (37,0%) 60abHBIX 3aMKCHPOBAHO €rO
noseiieHue (ot 10% g0 24% Bbie Bo3pacTHOM HOpMbl moTpebienus). [IpoBeneHHBbIM
KOPPEIIIMOHHBIA aHANN3 OOHAPYKWJ TPSAMBIC CBS3M MEXAY COJICp)KaHHEM OelKa B paluoHe
MUATaHUsT HAOMIOAaeMBIX JIeTeHd W CIeAYIOMMMH ToKaszarensmu: maccor tena (r=0,49, p<0,05),
uHgaekcoMm maccel tena (r=0,50, p<0,01), ckenerHo-meimeunoit maccou tema (r=0,41, p<0,05),
JI0JIeH CKeNeTHO-MbImeuHor Maccel Tena (r=0,41, p<0,05), obmieit x)uakocteio (r=0,60, p<0,01),
BHEKJIETOUHOHM »kuakocThio (r=0,60, p<0,01), conmepkaHueM B (HAKTUUECKOM IUTAHUU >KUPOB
(r=0,91, p<0,01), yrneBoaos (r=0,48, p<0,05) u kanopuitHocThio utanus (r=0,84, p<0,01).
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Pucynok 8. Xumuueckuil cocTtaB palMoOHOB HaOimonaeMbpix mnanueHTtoB. CopaepikaHue
OCHOBHBIX HYTPHEHTOB B pAalMOHE IO OTHOUIEHUIO K PEKOMEHJOBAaHHOM BO3pPaCTHOM HOpME
oTpeOIeHUs

CogepxaHue Xupa B pallMOHE NMUTAaHUSA ObLIO CHUXKEHHBbIM y 24-x (88,9%) mauueHtoB (B
nramazore oT 10% 1o 33% Hrpke BO3pacTHOW HOPMBI OTpedieHus ), oBbimeHo — v 3-x (11,1%)
nerer (ot 10% nmo 22% Bblmie BO3pacTHOM HOpPMBI MOTpeOneHus). BbisiBiaeHBI MpsiMble
KOPPEJSIMOHHBIE 3aBUCUMOCTH MEXKIY COJACpXKAHUEM JKApa B  (PAKTUYECKOM IMHUTAHUH
HaONMIOJaeMBbIX TAIMEHTOB U CIEAYIONIMMHU ToKaszarensaMmu: maccor tena (r=0,51, p<0,01),
nHpekcoM Mmacchl Tena (r=0,42, p<0,05), xupoBoit maccoit tena (r=0,39, p<0,05), Tomeit maccoi
tena (r=0,41, p<0,05), ckenerHO-MbIIeyHOM Maccoil Tema (r=0,42, p<0,05), moneil ckeleTHO-
MbIedHo Mmacchel tena (r=0,48, p<0,05), obmieit xuakocteio (1=0,66, p<0,01), BHEKIETOUYHOMH
xuakoctbio (r=0,56, p<0,01), comepkanuem Oenka B pauuonHe nutanus (r=0,91, p<0,01) u
KasopuitHOCThIO TuTanus (r=0,76, p<0,01).

CHuKeHue coJep)KaHusl yriieBoJIOB B (PaKTUYECKOM MUTAHUU OBLIO 3aperucTpupoBaHoO y 26
(96,3%) 6ompuBIX (0T 10% 1m0 42% HUXKE BO3pACTHON HOPMBI IOTPEOJICHHS), B TO BpEMs KaK €ro
MOBBIIICHUSI HE OTMEYAJIOCh HH B OJHOM HaOmojcHWH. [IpoBeNeHHBI KOPPEISIIIMOHHBIA aHATN3
OOHapy)KWJI TpSMBIE CBSI3U MEXKIY COJCPKAHUEM VIJICBOJOB B (PAKTUYCCKOM NHTAHHUH
HaONMIOJaeMbIX TAIMEHTOB U CIEAYIONIMMHU ToKaszarensaMmu: maccor tena (r=0,53, p<0,01),
nHpekcoMm maccel Tena (r=0,49, p<0,01), >xupoBoit maccoit tena (r=0,50, p<0,01), Tomeit maccoi
tena (r=0,46, p<0,05), ckeneTHO-MbIIeyHOM Maccoil Tema (r=0,43, p<0,05), moneil ckeleTHO-
MbIedHo Macchl tena (r=0,42, p<0,05), obmeit xuakocteio (r=0,55, p<0,01), BHeKIETOUYHOMH
xuakoctbio (r=0,62, p<0,01), comepkanuem Oenka B pauuone nutanus (r=0,48, p<0,05) u
KasopuitHoCThIO TuTanus (r=0,85, p<0,01).

VY 17 (63,0%) HaOnrogaeMbIX MAlMEHTOB OTMEUAIOCHh COYETAHWE HEJOCTATOYHOCTH Oerka,
KUpa, YrJIeBOJOB M HU3KOM KajopuiHOCTU (hakThueckoro nutanus. Y 6 (22,2%) nereit ananus
XHUMHYECKOTO COCTaBa PAIMOHA IMUTAHUS OOHAPYKUJI COYCTAHWE CHUKCHHOTO COJCP)KaHHSI JKHPa,
YTJICBOJIOB M HU3KOHM KaJOPUHHOCTH (DAKTHUYECKOTO IMUTAHUS C TOBBIIICHHBIM COJICPKaHHEM OeKa.
VY 3-x (11,1%) OoNBHBIX 3apeTUCTPUPOBAHO IOBBLIIMICHHOE COJEp)KaHUEe Oelka W Kupa Ha (oHe
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CHID)KEHHOTO COJIEp’KaHUs YIJIeBOJIOB M HU3KOM KajopuitHocTu (haktuueckoro nutanus. Y 1 (3,7%)
pebeHKa OTMEYEHO IOBBIIIEHHOE COJEp)KaHUs Oelika W YIJIEBOJIOB B palliOHE MHUTAaHUSA Ha (QoHE
CHIDKEHHOTO COJIEpKaHusl )KUPOB M HU3KOM KAJIOPUHHOCTH (PAKTUUECKOTO MTUTaHUSL.

Takum oOpa3oM, MpPOBEACHHBI aHAIM3 XMMHYECKOIO COCTaBa palllioHa IHUTaHUs
Ha0JII0JTaeMbIX MALMEHTOB, BBISIBIII J1e(QULIUT MAaKPOHYTPUEHTOB U IOKa3all, YTO, UMEIOLIascs y
HUX OEJNIKOBO-PHEpreTHYecKas HEeAOCTaTOYHOCTh, CBSI3aHA C HEJIOCTAaTOYHBIM IMOTpeOIeHHEM
O€JIKOB, JKHUPOB, YIJIEBOJOB M HU3KOM KaJOpUHHOCTHIO NpuHMMaeMoil mnuiu. OOHapyXeHHbIE
NpsIMbIE KOPPENIALIMOHHBIE CBSI3U MEXIY IMOTPEOJICHUEM DSHEPIMM M MaKpOHYTPUEHTOB H
MOKa3aTeasiMu HYTPUTHBHOIO cTaTyca peOeHKa TOBOPAT O TOM, YTO CHM)KEHHE HYTPUTUBHOIO
craryca y OOCIEI0BaHHON KaTeropuu OOJIbHBIX HAIpsIMyI0 CBS3aHO C HEJAOCTATOYHBIM
NOTpeOJIEHNEM TUTATEIbHBIX BEIIECTB.

Jluerorepanus cTpousIach Ha OCHOBE NEPCOHAIU3UPOBAHHOTO MOAX0/1a C YIETOM aKTyallbHbIX
pexomenaauuii ESPGHAN (2017 r) no HyTpuTUBHOMY OOECIEUEHUIO JIeTeil ¢ HEBPOJIOTUUYECKOMN
naronorued. Ilocne mnpoBeNeHHOM  KOPPEKUMH  PAlMOHOB IUTaHUSA C  I[PUMEHEHHEM
CHeHaTM3UPOBAHHBIX MPOAYKTOB JUISl SHTEPAIBHOTO MUTAHUS, META0OJINYECKUX U KOMIUIEKCHBIX
BUTAMHUHHO-MUHEPAJIbHBIX  IIpENaparoB  BCEM  MalUEHTaM C  OEJIKOBO-3HEPreTUYecKou
HEJ0CTaTOYHOCThIO ObLI IIPOBE/IEH AMHAMUYECKUN KOHTpOIIb. [locne mpoBeieHHOTro Kypca Tepanuu
Z-score Macchl Tena K Bospacty (WAZ) pacnpenensiics ot -4,4 no 0,2. Cpegnuii nmokazartenb Z-
score Maccel Tena K Bo3pacty (WAZ) cocrasusin -0,92 (-1,81; -0,39) (puc. 9). IlpoBeneHHslit
JUHAMHYECKUH KOHTPOJIb BBIABWJI JIOCTOBEPHOE YBEJIMYEHHE Z-SCOre Macchl Tejla K BO3pacTy
(WAZ) y HabGnro1aeMbIX MaIMeHToB nociie npoeaeHHoro yeueHus (p<0,001).
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Pucynok 9. Macca Tena/Bo3pact Z-score WAZ

JluHaMu4ecKuil KOHTPOJIb 3a JJIMHOM Teja JIeTeil 0OOHapy»KUJIl, UTO MOoKa3aTelb Z-score AITUHBI
tena k Bo3pacty (HAZ) BapsupoBai ot -3,22 g0 0,91 (puc. 10).
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Pucynoxk 10. Inuna Tena/ Bo3pact Z-score HAZ

Z-score UMT x Bo3pacty (BAZ) BapsupoBai ot -3,12 go 1,13, 9yTo OBIJIO JOCTOBEPHO BHIIIE
JAHHOTO MOKa3aTells, ONPEAEICHHOI0 Y HaOII0AaeMbIX MAIMEHTOB IPU IEPBUYHOM HCCIIEJOBAaHUU
no mpoBeneHus kypca tepamuu (p<0,001) (puc. 11). Cpemnmii moxkazarens Z-score UMT k
Bo3pacty (BAZ) cocrasun -0,52 (-1,31; 0,2).

Hacrosmee nccnenoBanue mokasasno, 4To Ha (OHE MPOBEICHHON 0a30BOM MEAMKAMEHTO3HOU
Tepanuy W HYTPUTUBHOW KOppEeKUMU ObUIa OTMEYEHa IMO0JOXKHUTENbHAs JWHAMUKa B BUJE
YBEJIMUYEHUS MacChl Tela, COOTHOLIEHHS Macchl Tejla K BO3pacTy, HOpMalln3aluu anmnetuTa y 55,5%
MAIMEHTOB.
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Pucynok 11. UMT /Bo3pact Z-score BAZ

KoHTponbHOE OMOMMIIETAaHCHOE HCCIIEIOBAaHUE COCTaBa Teja, IOCJE IMPOBEAECHHOTO 2-X
MECSIYHOTO Kypca TEpareBTUYECKUX MEPONPUATHH, OOHAPYXKHIIO IOJIOKUTEIBHYIO JUHAMHUKY B
BUJIE: YBEIMYEHHUs HHIEKca Macchl Tena y 8 (29,6%) mauuentoB (p<0,001), yBennyeHus touiei
Maccel Tena y 12 (44,4%) 6onpubix (p<0,001), yBenuueHuss aKTUBHOW KIJIETOYHOW Macchl y 14
(51,8%) nereit (p<0,001), yBenuuenust 101 aKTUBHOM KiieTouHOM Macchl y 10 (37,0%) mauueHToB
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(p=0,002), HOpManmu3amuu COAEpKaHUSA OOIIeH >XUIKOCTH B opranmsme y 7 (25,9%) GosbHBIX
(p<0,001) u BHeknerouHoU xuakoctu y 14 (51,8%) mereit (p<0,001), Hopmanuzauuu (a3oBoro
yrina ouoummnenanca y 10 (37,0%) mamuentoB (p=0,006) u yBeaW4eHHS COICPKAHHS KHUpA 10
Bo3pactHoi HOpMBI y 10 (37,0%) GombHBIX (p=0,004). OcOGEHHO Ba)KHO OTMETUTH YBEIHMYCHHE
AKTUBHOM KJIETOYHOM MAacChl, JOJM aKTHBHOW KJIETOYHOW MACChl M HOpMaIH3aluio (Pa3oBOTo yria
OouonMIleZjaHca — TOKa3aTesiel, HaImpsMylO CBS3aHHBIX C (QU3MYECKOM pabOTOCIOCOOHOCTHIO, a
3HAYUT — ¥ C peadMIMTAIMOHHBIM MoTeHmaaom aere ¢ LI

[Tocme 2 wMecsleB KOMIUIEKCHBIX MEpOTIPUSTHIA, HANpPaBICHHBIX Ha KOPPEKIIHIO
HYTPUTUBHOTO CTaTyca, MOBTOPHO OIICHMBAINCH PEKUM M PAIOH MUTAHHUS JIETeH, XapakTep
amnmeTuTa U PeryasIpHOCTh CTyna. beuto ycranosieHo, urto 24 (88,9%) nabmiomaeMbIX MalUueHTa
cobmonanu pexum nutaHus, 23 (85,2%) pebenka coOmogany MUTHEBOH PEXUM, CHIDKCHHE
anmneruta ormeuanock y 5 (18,5%) nereii, B To Bpems kak y 22-x (81,5%) GOJIbHBIX anmeTuT ObLI
coxpaHeH. Y 26 (96,3%) nereit oTMeqacs peryisipHbIA CTYIL.

Ecin B Hayanme HacCTOAIIETO WCCIIEAOBAaHUS HAOIMIOAaeMble C JIETCKUM LepeOpaibHBIM
napajuyoM NalUeHThl ObUIM paclpeziesieHbl B 3aBUCUMOCTH OT CTENEHU OEIKOBO-3HEPreTUYeCcKOM
HEJIOCTATOYHOCTH ClIeayronuM obpaszoMm: jerkas — y 17 (63,0%) nereit, ymepernas — y 5 (18,5%)
O0onbHBIX U Tskenas — y 5 (18,5%) mauueHToB, TO MOCiEe HMPOBEACHHUS 2-X MECSYHOIO Kypca
0a30BOM MEIMKAMEHTO3HOHN Tepanuu U HYTPUTUBHOW KOPPEKIMH OTMEYalOCh CIEAYIOIIee HX
pacnpenenenue: 22 (81,5%), 2 (7,4%) u 3 (11,1%), coorBeTcTBeHHO (pHC. 12).

100% -
90% -
80% -
70% -
60% - B lerkas b3H
50% - H YmepeHHaa 69H
40% Taxkenaa 63H
30% -
20%
10% - 18,509

= 11,10
O% 1 1 1 1

A0 ne4vyeHnA nocne
neyeHuAa

Pucynoxk 12. Jlunamuika 6eKoBo-3HEpreTHYecKoil Hepoctarounoctu y aere ¢ LI na pone
IIPOBEIAECHHON KOPPEKIINHI

Ha ocHOoBaHMM aHanu3a KIMHUKO-UHCTPYMEHTAIBHBIX XapakTepucTUK nanueHtos ¢ JLII u
yrayOJIeHHOrO JIMHAMUYECKOrO0 H3Y4YEeHHUs HYTPUTHBHOIO cTaTyca Ha (OHE IpPOBEAECHHOMI
KOPPEKIMH HYTPUTUBHBIX HapylIeHUH ObL1 pa3paboTaH aaropuTM JUMArHOCTUKU U KOPPEKIUH
HYTpUTUBHBIX Hapymenuil y nereit ¢ JALII u 6enkoBo-3HEpreTnyeckoil HeIOCTaTOYHOCTRIO (PHC.
13).
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YCTAHOBKA TACTPOCTOMbDI
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Pucynox 13. ArOpuT™M IMarHOCTUKH M KOPPEKIIUU HYTPUTUBHBIX Hapymienuid y aereit ¢ LI u 6enkoBo-3HepreTHIecKoil He0CTaTOUHOCTHIO

(BDH)
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ObGecneyeHue MyJbTHAUCHUIINHAPHOTO CONPOBOKICHHS /IeTell ¢ IeTCKUM
nepedpabHBIM MAPAJIHMYOM B KOHTEKCTE AaHAJIM3a KJIMHHUYECKHX PeKOMeHIauui u
HOPMATHBHBIX JOKYMEHTOB 110 OKA3aHUIO IEPBUYHON MeIMKO-CAHUTAPHON U
CHeUAJTN3UPOBAHHON MeIMIMHCKON IIOMOLIH

[IpoBeneHHoe HaMHM HCCIEAOBAHWE U AaHAJIW3 IOJYYEHHBIX PE3YJIbTaTOB, BBIIBUIH
00JBIION MPOLEHT JuarHocTuyeckux omuobok (12,3%) u BBICOKYIO pPacnpoOCTPaHEHHOCTh
COITYTCTBYIOLIEH COMATHUYECKOM MaTOJIOTUU y JIeTel ¢ AETCKUM IiepeOpaibHbIM mapanuuom. He
BBI3BIBAET COMHEHUU TOT (haKT, YTO HAJUUYME KOMOPOUJHOM MATOJOIMHM OKa3blBAa€T HETATUBHOE
BIIMSIHUE HA peaOMIMTAIMOHHBIN moTeHan nanueHToB ¢ JIII, kauecTBO KU3HU OOJBHBIX M UX
cemeil. Tem He MeHee, ObUIO YCTaHOBJIEHO, YTO HECMOTPSI Ha BCE BBIIIEYKa3aHHOE, AETU C AETCKUM
1uepeOpajJbHbIM MapajidyoM HE MOJIyYaloT JUMAarHOCTUYECKOM MU TepamneBTHYECKOM IOMOIIU B
nosHOoM oObeme. JlaHHOe O0OCTOSITENHCTBO MOCITY)KHJIO OCHOBAaHHMEM K IPOBEICHHUIO aHAlu3a,
MMEIOIUXCA B Hallell CTpaHe HOPMAaTUBHBIX JOKYMEHTOB 10 OKa3aHUIO KaK IMEPBUYHOU MEIUKO-
canutapHo momomu aetsm npu JIII (amOynaTtopHoe 3BEHO), TaKk M CHEIUATU3UPOBAHHOM
MEJUIIMHCKOM MOMOIIM B YCJIOBHSX CTallMOHApa Ha dTamax JMarHOCTUKH, MOoJa00pa Tepanuu U B
¢daze MenunuHcKoil peabunutanuu. Kpome toro, Hamu Obuin npoaHanu3upoBaHbl KimHudeckue
PEKOMEH/IAlMK TI0 JIETCKOMY IiepedpanbHoMy mapanuyy Munuctepcra 3npaBooxpanenust PO. C
2015 roma nHa Tepputopun Poccuiickon @enepanuu  ASHCTBYIOT CTAaHAAPTHI  OKa3aHUs
MeauuuHcKkon mnomomm getam ¢ LI, yrBepxkaeHHble cooTBeTCTBYOIIMMHU [Iprkazamu
Mun3sapasa Poccnn:

e [Ipuka3 Munucrepctpa 3apaBooxpanenust PO or 15 urons 2015 r. N 340u
"O0 yTBEpXKIEHUU CTaHJIapTa MEPBUYHOW MEIUKO-CAHUTAPHON IMOMOIIM MpPH JETCKOM
epedpanpHOM napannye';
e [Ipuka3 Munucrepcrpa 3apaBooxpanenusi PO ot 15 urons 2015 r. N 339u
"OO0 yTBEepKACHUHU CTaHIApTa CHEHNUATU3HUPOBAHHOW MEIUIIMHCKON MOMOINHM TPH JACTCKOM
nepedbpanpHOM napanmue (($haza AMarHoOCTUKU U 1oaA0opa JieueHus)";
e [Ipuka3 Munucrepctpa 3apaBooxpanenusi PO ot 16 urons 2015 r. N 349u
"OO0 yTBEepKACHUHM CTaHIApTa CHEIUATU3MPOBAHHONW MEIUIIMHCKON MOMOIIM TPHU JETCKOM
nepedpansHOM napanuye (($haza MeAUITMHCKON peadunmuranun)".

B kax/10M U3 npeCcTaBIEHHBIX CTAaHAAPTOB M0 OKAa3aHUIO MEAUIIMHCKON MTOMOIIH JAETAM C
JUII mpuBeneHbl MEAUIIMHCKHUE YCIIYTH, OCYIIECTBIISIEMbIE Ha 3Tale TUAarHOCTHKU 3a00JIeBaHUS U
Ha JTalax Je4yeHus U KOHTpoJs 3a HUM. llepedeHb MpOQMIBHBIX CHELMAIUCTOB, OKA3bIBAIOLIUX
MEPBUYHYI0 MEAMKO-CAHUTApHYI0 IOMOUIb (aMOyJaTOpHOE 3BEHO) U  CHELHATIU3UPOBAHHYIO
MEJUIIMHCKYIO TIOMOIIb B YCJIOBUSAX CTallMOHapa Ha 3Tarax JUarHOCTHKH, a TaKXKe yCpeIHEHHBIE
MIOKa3aTeJIy YaCTOThI IPEAOCTABICHHS U KPAaTHOCTU IPUMEHEHUs, IIPECTABIECHbI B Ta0bnu1e 6.

[lepeuenp TNPOMUIBHBIX CHEMUAINCTOB, OKAa3bIBAIOIIMX MEPBUYHYKD  MEIUKO-
CaHUTApHYIO NMOMOIIb (aMOyJIaTOPHOE 3BEHO) U CIELHUATU3UPOBAHHYIO MEIUIMHCKYIO TOMOIIb B
YCIIOBUSAX CTallMOHapa Ha 3Talax JeYyeHUs U KOHTPOJIS 3a HUM, a TaKXKe YCpEAHEHHbIE MOKa3aTeln
4acTOTHI MIPEIOCTABICHUS U KPAaTHOCTU IIPUMEHEHUS, IpeICTaBIeHbl B Tabuue 7.



Tabmuma 6. IlpoduiibHbIE CHEIUMATUCTBI, OKa3bIBAIOIIUE MEAUIIMHCKYIO MOMOIIL JETAM C

JILII 1a sTame quarHOCTHKU 3a001eBaHUS
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HpodunbHbIil Hpuxa3 Ne340H Ipuxa3 Ne339H Ipuxa3 Ne 349H
cretamer Yacrora | KpatHocts | Yacrora | KparHocts | Yacrora | KparHocTh
MpenocTa | MIpUMeHeHH | MPeJA0CTa | MPUMEHEHH | MPeJocTa | MPpUMEHEeHH

BJIEHUS a1 BJIEHUS a1 BJIEHUS a1

HEBPOJIOT 1 1 1 1 1 1

oramsmosIor 0,1 1 1 1 0,2 1

neauarp 0,3 1 1 1 1 1

TPaBMAaTOJIOT- 0,5 1 1 1 0,8 1

opToInen

¢duznorepanestT 1 1 1 1 1 1

Bpau JIOK 1 1 1 1 1 1

IICUXOJIOT 1 1 1 1 1 1

JIOTOTIET (ipm 0,2 1 0,3 1 0,3 1

nucharun)

JIOTOTIET (ipm 0,8 1 0,8 1 0,8 1

TU3apPTPUH )

MaHyaJbHBIN - - - - 0,1 1

TepamneBT

peduiekco- - - - - 0,1 1

TepamneBT

Tabmuma 7. IlpoduiibHbIe CHENUATUCTBI, OKa3bIBAIOIIUE MEAUIIMHCKYIO MOMOIIL JETAM C

JUII Ha sTane ne4eHust 1 KOHTPOJIS 32 JICHEHUEM

HpodunbubIiil Hpuxa3 Ne340H Ipuxa3 Ne339H Ipuxa3 Ne 349H
cretamer Yacrora | KpatHocts | Yacrora | KparHocts | Yacrora | KparHocTh
MpenocTa | MIpUMeHeHH | MPeJA0CTa | MPUMEHEHH | MPeJocTa | MPUMEHEHH

BJIEHUS a1 BJIEHUS a1 BJIEHUS a1

HEBPOJIOT 1 5 1 5 1 5

oraapmosIor 0,05 1 0,05 1 0,05 1

neauarp 0,1 2 0,5 2 0,2 2

TPaBMAaTOJIOT- 0,3 1 0,9 1 0,3 1

oprornen

(u3HoTEepaneBT 0,9 2 0,9 2 0,9 2

Bpau JIOK 1 2 0,9 2 1 2

IICHUXOJIOT 0,9 1 0,9 1 0,9 1

moromen  (mpu 0,2 1 0,3 1 0,3 1

nucharun)

moromen  (mpu 0,8 1 0,8 1 0,8 1

TU3apPTPUH )

MaHyaJbHBINA - - - - 0,05 2

TepamneBT

peduiekco- - - - - 0,1 2

TepamneBT




42

Kak BuAHO M3 mpeAcTaBieHHBIX B TaOMMIAX JAaHHBIX, HU B OJHOM U3 JEHCTBYIOILUX B
HacTosiee Bpemsi B Poccuiickoit ®denepauuu CTaHIApTOB 10 OKa3aHUIO aMOyJaTOpHOU U
CTallMOHAPHONW MEIUIMHCKOM NOMOIIM (3Talm JAMArHOCTHUKH; O3Tall JIEYEHHUS M KOHTPOJIS 3a
neuyenueM) aetsam ¢ JUII et koHcynpTanuil cieayomux Npo@UIbHbIX CHEIHAINCTOB: T'€HETHKA,
cyploJiora, JHETOJOra, CTOMAaTojora, JETCKOrO XUpypra Jaxe C HU3KOM 4YacTOTOM
npeAocTaBieHus. TeM He MeHee, NMPOBEICHHOE HaMU MCCIECJOBAHHUE MOKA3alo, 4YTO BKIIOUEHUE
YKa3aHHBIX CIIENUAJIMCTOB B MYJIBTHINCHUIUIMHAPHOE CONPOBOXACHHE mnanueHtoB ¢ LTI
SIBJISIETCS HE0OX0IMMBIM YCIIOBHEM JUTS CO3/IaHus CUCTEMBI 1o OKa3aHUIO
BBICOKOKBaIM(PUIIMPOBAHHONW KOMIUIEKCHON MEIUIMHCKOM nmomoiu 3tuM OosibHbIM. KimHuueckue
pexomenaauuu no JLII yka3piBatloT Ha HEOOXOIUMOCTh MYJIbTHAUCHUIUIMHAPHOTO MOAXO0JA MPHU
JAaHHOW HeBpoJiornyeckoil mnartosiorud. CoTrjlacHO JaHHBIM PEKOMEHJAIUSAM KOHCYJIbTALUs
IeHeTUKa Moka3zaHa Ha dtane auarHoctuku LI, Kpome Toro, pekoMeHIyeTcs OLlEHKa Haaudus
KOMOpPOUJHON MaToJOrMH, B TOM 4MCJIE, HapylmleHu nurtaHus. B To ’xe Bpems, B yKa3aHHOM
JOKYMEHTE HE HaXOJUT OTPAKEHUsI HEOOXOAUMOCTh IPUBJICYEHUSI CTOMATOJIOTOB K Kypaluu JeTen
¢ JLII, a pekomenayeMas Xupyprudeckas MEIMIMHCKAas TIOMOIIb OTPaHUYEHA OPTONEANYECKUMU
U HEHPOXUpPYPruuecKUMH BMemiatenbcTBaMu. Ilo Hamiemy MHEHMIO, 11€51€CO00pa3HO JTOTIOJHUTD
HMMEIOIIHECS] KIMHUYECKUE PEKOMEHIAlNU 110 TUAarHOCTUKE U jieueHuto aetei ¢ JLII Bkimrouennem
B paCIIMPEHHBIH aITOPUTM CTOMATOJIOTHUYECKOTO U XUPYPrUUYE€CKOro JIEYeHUs 00IIero npoduis —
YCTaHOBKA TIacTpPOCTOMBL. I HCTpyMEHTanbHbIE METOJbl HCCIENOBAHMS, PEKOMEHIyEeMblE K
npumenennto y aereit ¢ JLII, He Bxmtowator B ce0s aHanmM3 cocTraBa Tejla HU B OJHOM W3
MIPOAHAIM3UPOBAHHBIX HAMU HOPMAaTUBHBIX JOKYMEHTAaX.

BbIBO/IbI

1. AHanmu3upyemas TIpynmna JeTed ¢ HalpaBUTEIbHBIM  JUArHO30M  JIETCKUM
uepeOpalibHblil Hapaauy MpeicTaBlieHa MalueHTaMH C JETCKUM LepeOpajbHBIM MapainyoM
(87,7%) wm nerbMu c HaciencTBeHHbIMH OousiesHsmu  (12,3%). B cTpykType nmerckoro
nepedpanbHOTO Mmapanuya mpeoOmamaroT cnactuueckue ¢opmbl  (78,9%):  cnmacTudeckuit
uepedpansubiii mapanna (G80.0) - 103 (32,9%) maumenta, cnactudeckas aurmierus (G80.1) - 98
(31,3%) Oosbnbix, aerckas remuruierus (G80.2) — 46 (14,7%) nereit, apyroi BUI JETCKOTO
uepedpansroro napanuya (G80.8) — 66 (21,1%) 60abHBIX.

2. VY nereil ¢ geTckuM LepedpanbHBIM MapainuoM oueHku no mkaire APGAR 7-9
OannoB 3apeructpupoBanbl y 111 (35,5%) nereit Ha 1-it munyte *)u3Hu u'y 164 (52,4%) 00MbHBIX -
Ha 5-if munyte xu3Hu. Onenku no mkane APGAR 7-9 6amnos, kak Ha 1-i, Tak 1 Ha 5-1 MHUHYTax
KU3HU, HE UCKIIIOYAIOT HAJINYUS y peOeHKa IIpe- U UHTPAHATAJIbHOTO MOPaKEHUs TOJIOBHOTO MO3ra
U HE MOryT ObITh NPEAUKTOpPaMH, aOCOJIOTHO HCKIIOYAIOIIMMU pPa3BUTHE y peOeHKa JIeTCKOro
1epeOpaabHOTo Napainyia B MOCIEAYIOLIEM.

3. Bxitouenue OoTynmMHOTEpanMu B QITOPUTM  JICYCHHUS JIETEH C  JACTCKUM
1epeOpaabHbIM MapaJInyoOM OCYILECTBIISETCS B MTO3JHUE CPOKH BOCCTAHOBHUTEIBHOTO JIEUEHUS, UTO
HEraTMBHO CKa3blBae€TCsi Ha peaOWIMTallMOHHOM MoTeHuuane. borynuHoTepanusi Obuia
WHUIMAPOBAaHA JIOCTOBEPHO Yalle IOCIe IMPUMEHEHHUS MEIMKAMEHTO3HON aHTUCTIAaCTUYEeCKON
Tepanuu 0e3 oxuaaeMoro kiauHuueckoro s¢ddexra (r=0,35, p<0,001). KommuaeHTHOCTH B
OTHOIIEHUM JAHHOTO METOJAa BOCCTAHOBUTEJIBHOIO JIEYEHUS OOYCIIOBIEHa OBICTPHIM U
BBIPQKCHHBIM TTOJIOKUTEIILHBIM KIMHHYECKUM 3(P(PEeKTOM 1O CpaBHEHHIO C aHTHCIACTHYECKHUMH
nekapcTBeHHbIMU npenapatamu (1=0,37, p<0,001).
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4. VY nereit ¢ BepuUIIMPOBAHHBIM TE€HETHYECKH JETEPMUHUPOBAHHBIM 3a00JI€BaHUEM
MEPBOHAYAIBHO YCTAHOBJICHHBIM JMAarHO30M SIBJSIETCS APYrod BHJ JIETCKOTO IepedpaibHOTO
napanmuyda (77,3%). Hpyro#t Bum nerckoro uepeOpanpHoro mapanuda (G80.8) — dopma LTI,
TpeOytomiasi mnpoBeleHUs: Oosee TiaTeslbHON AuddepeHnanIbHON JUarHOCTUKU, B CBSA3H C
HAIMYAEM KIMHUYECKUX W WHCTPYMEHTAIBHBIX OCOOEHHOCTEH, CXOJHBIX C TAaKOBBIMH TMIpU
TeHETUYECKH JIeTEPMHHHUPOBAHHBIX OOJIE3HAX (Macca Tena IMPH POKICHHH, OICHKH IO IIKaje
APGAR, ceHcoHeBpanbHas TYroyxocTb, Hamuuue AuGGY3HOTo MOpa)keHUs OeJIoro BeIIeCTBa
TOJIOBHOTO MO3ra W BPOXKIEHHBIX IMOPOKOB €r0 Pa3BUTHSA 1O JTaHHBIM MarHUTHO-PE30HAHCHOM
ToMOrpauu TOJIOBHOTO MO3ra), uTo TpedyeT o00sA3aTeIbHOTO MPOBEACHUS CEIEKTUBHOTO
TeHETUYECKOTO CKPUHHHTA.

5. Macca tena npu poxaenuu >2500 r; onenku o mkaine APGAR 7-9 6annos; yrpara
paHee TNPHOOPETCHHBIX MOTOPHBIX W TIICHXWYECKHX HABBIKOB, IIPOTPECCHUPYIONIEE TeUCHHE
3a00J1€BaHMsI; CEHCOHEBpAIbHAs TYTOYXOCTh; MU(dy3HOE MopakeHne 0eJoro BemecTBa ToJ0BHOTO
MO3Ta M BPO’KJCHHBIC IOPOKH PAa3BUTHS TOJIOBHOTO MO3ra IO JaHHBIM MAarHUTHO-PE30HAHCHOM
ToMOTpaduy TOJOBHOTO MO3ra SBISIIOTCS MPEIUKTOPAMH  BEPOSTHOTO  HACIEICTBEHHOTO
3a00JIeBaHMsI, UIMHTUPYIOIIETO JCTCKUI ILepeOpaibHbIil Mapaind, YTO TO3BOJISECT HCIIOJIB30BAThH
JaHHBIE TI0OKa3aTeld B KadecTBe Au(QepeHInaIbHO-TIarHOCTUIECKUX MapKepoOB JIETCKOTO
1epedpaIbHOTO Mapaania U HaCcIEACTBEHHBIX 00JIe3HEH.

6. ComyrcTByIomasi maTroJioTUs y JeTeld ¢ JETCKUM IepeOpabHBIM  ITapaiioM
IIpe/ICTaBJIeHA: CHIDKEHHEM OCTPOTHI 3peHus (83,7%), 0eJIKOBO-3HEPreTHYEeCKOM
HEIOCTaTOYHOCTHIO (65,5%), yacTuyHOM arpodueid 3putenbHBIX HEpBOB (37,1%), cTpyKTypHOM
snunencuent (35,5%), nucharueit (30,7%), cromaronorudeckoi natosoruent (17,6%), cHuxeHuem
octpotel  cimyxa  (11,8%), cenconeBpanmpHOl  Tyroyxocteto  (10,5%), wuto  Tpebyer
COOTBETCTBYIOIIETO METUIIMHCKOTO COTIPOBOXKICHUSI.

7. [Ipsimbie cBsizm  miceBnoOynpOapHoro cunapoma (r=0,41, p<0,001), nucdarum
(r=0,39, p<0,001) u caronoreuenus (r=0,33, p<0,001) ¢ maronorueit poToBOM MOJIOCTH yKa3bIBAIOT
Ha HETaTUBHOE BIMSHHE YKa3aHHBIX CHMIITOMOB HAa THUTHEHHUYECKOE COCTOSIHHE MOJIOCTH pTa.
CromaroJyiorH4ecKasi IaToJIOTUSI YCYTyOJsieT WMEIOIIYIOCS HYTPHUTHBHYIO HEIOCTaTOYHOCTh Y
00JIbHBIX I€TCKUM LiepeOpaiibHbIM napanuuoM (1=0,32, p<0,001).

8. benkoBo-3Hepreruyeckasl HEIOCTATOYHOCTh OTMEYaeTcss Oojiee, YeM Y IMOJOBUHBI
JeTel ¢ NeTCKUM 1epedpaibHbpIM napanudoMm (65,5%): nerkas — y 11,2% manueHToB, yMepeHHas —
y 37,4% OonbHBIX, TsoKenas — y 16,9% nerei, 4ro ompeaenseT HEOOXOAMMOCTh CBOEBPEMEHHOM
KOPPEKIIMH HyTPUTUBHOTO CTaTyCa.

9. OrneHka MUTaHUS ACTEH C OCIKOBO-IHEPTreTUYECKON HEAOCTATOYHOCTHIO TOKa3ala,
YTO CHM)KEHME amnmneTuta perucrpupyercs y 74,1% O0ibHBIX, HapylIeHUE PEKUMa IMUTAHUS — y
70,4% nanuentoB. Ilo naHHBIM aHanM3a XUMHUYECKOTO COCTaBa palMOHA HEIOCTaTOYHAs
KaJOPUIHOCTh PAllMOHA 10 CPAaBHEHUIO C PEKOMEHIYEMBIM IOTPEOJICHHEM OTMedaeTcs y BeCeX
Ha0MogaeMbIX aeTel, aeguut o6enka —y 63%, xupa —y 88,9%, yrneBoioB —y 96,3% mnanueHTos.

10. KommnekcHple jedyeOHble MEpOINpPHUITHS 10 KOPPEKIUU OEIKOBO-3HEPreTUYEeCKOn
HE/IOCTaTOYHOCTH C MPUMEHEHHEM CIICIUAIN3UPOBAHHBIX MPOAYKTOB UIS DHTEPATHHOTO NHUTAHUS,
MeTa0OJIMYEeCKUX  TpPErnapaToB W  BHTAMHHHO-MHUHEPAJIBHBIX  KOMILJIEKCOB  O0ECIIEYHBAIOT
MOJIOKUTEIBFHYIO JUHAMUKY: HapacTaHWE aHTPOTIOMETPUYECKUX IOKazaTenel (Z-score HMHIECKca
Mmaccel tena (p<0,001) u Z-score maccel Tena k Bo3pacty (p<0,001)), ynydiieHue anneTura u
HOPMaJIM3allMi0 KOMIIOHEHTHOro coctaBa Tena (tomed waccel Tena (p<0,001), axTuBHOM
kietouHoil maccel (p<0,001), momu axkTtuBHOM KieTouHoil maccel (p=0,002), conepkaHus xupa
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(p=0,004), dazoBoro yrma Ouommmnemanca (p=0,000)), 4TO BBIpaX]KaeTCs CHIXKCHHEM 4YHCIA
nmanueHToB ¢ ymepenHo (Ha 11,1%) um Toxenonr (Ha 7,4%) OenKOBO-PHEPTrEeTUYECKON
HEJ0CTAaTOYHOCTHIO.

11. MHuorooOpa3ue TeHeTHYeCKU JETEPMUHUPOBAHHBIX O0JIE3HEH, UMHUTHPYIOIIUX
JCTCKHH 1epeOpaTbHBIN apaind, a TaKXkKe, COMYTCTBYIOMIAs COMAaTHYeCKasi AaTOJIOTHS, HETaTHBHO
CKa3bIBAIOIIAsACS Ha TEYCHWH OCHOBHOTO 3a0o0jieBaHWsA, OOYCIaBIMBAIOT HEOOXOAMMOCTH
oOecrieueHUsT MYJIbTHAUCIUILIIMHAPHOTO COTPOBOXKICHUS JIETeH C JETCKUM IepeOpaTbHBIM
MapajuiyoM C MPUBJICUCHUEM T'€HETHKA, Cyp/I0JIora, CTOMAToJIora, AETCKOrO XUpypra, TUeTOJIora ’
MIPOBEICHUS aHAJIN3a COCTaBa Tela.

INPAKTUYECKHUE PEKOMEH/JALIUHU

1. uarHo3 perckuil uepeOpaibHBIM Mapajny TpeOyeT MPOBEACHUS TIIATEIbHOU
mupdepeHunaIbHOM  TMAarHOCTUKM € TEHETHMYECKU JEeTEPMUHUPOBAHHBIMU  OOJIE3HSAMMU.
Haubomnpiryto HAacTOpOXKEHHOCTh B OTHOIIEHMM HACHEACTBEHHBIX O0Je3HeH, HMUTUPYIOIINX
KIIMHUKY JETCKOTO ILiepeOpaibHOr0 Mapajnya, JOJDKHBI BbI3bIBaTh MAalMEHTHl ¢ Jpyrum Bujom
neTckoro mnepedpanbsaoro mapaitnyda (G80.8).

2. MetoioM BbIOOpa KYNUPOBAaHMS CACTUYHOCTHU B Hayaje BOCCTAHOBUTEIBHOTO JICUECHUS Y
JIeTel CO CIacTUYeCKUMHU (opMaMH JIETCKOTO IiepedpanbHOro napajuya JOJDKHBI ObITh MHBEKIIUU
OO0TYJIMHUYECKOT0 TOKCMHA THUIIA A.

3. [Ipodunakruueckas BakIUHAIMS y A€TeH ¢ JETCKUM LiepeOpalibHbIM HapajndyoM JO0JDKHA
MIPOBOJUTHCS COTJIACHO HAIIMOHAIBHOMY KajleHJapio MNpOoQUIAKTUYECKOW BaKUMHAILMK IIpU
OTCYTCTBHM MEIUIMHCKUX MPOTUBOIIOKA3aHUMN, CBI3AHHBIX C COMYTCTBYIOLIEH MaTOJIOrHEN.

4. JletssM ¢ JIETCKUM LepeOpajabHBIM MapaJudoM HEOOXOJUM MOHUTOPUHI HYTPUTUBHOIO
cTaryca C OLIGHKOM HE TOJIbKO peXHMa IHUTaHus, XUMHUYECKOrO COCTaBa palUoOHa,
aHTPONOMETPUUECKHUX UH/IEKCOB, HO U C IIPOBEJICHUEM aHaIN3a COCTaBa Tela.

5. JleueHue OGeNKOBO-IHEPreTUUECKON HEIOCTATOUHOCTH y JAETEeH C NEeTCKUM LiepeOpalibHbIM
napajguyoM  JOJDKHO — BKIIIOYaThb  KOPPEKUUIO  pEeXMMa  MUTaHUS C  [PUMEHEHHEM
CHEIHATIM3UPOBAHHBIX TPOJYKTOB, META0OJMYECKOW Tepanuu, (EPMEHTHBIX M KOMIUIEKCHBIX
BUTAMUHHBIX IIPETIapaToB.

6. B anroput™m IMarHOCTHKHU JETCKOTO 1iepeOpaabHOro napajinya y AeTei cieayeT BKIOYUTh
KOHCYJIbTAIlMM: T€HETHUKA, CYpJ0JIora, CTOMATOJI0ra, JETCKOT0 XUPypra, AUeTOoJIora.

7. B anroputm jedeHus U KOHTPOJIA 3a HUM Yy J€TeH ¢ AETCKUM LiepeOpalIbHbIM HapaindyoM
clleyeT BKJIIOYUTh KOHCYJIbTAllUU: T€HEeTHKa (B ciydyae OTCYTCTBUS Ha JTale JAUArHOCTHKH),
cypaojora (B ciay4ae OTCYTCTBUS Ha dTalle JMArHOCTUKH), CTOMATOJIOTa, JETCKOIO XUPYypra,
JMETOJIOTA.

8. HeoOxomumo BHecTH JONOJHEHHE K YTBepKIeHHbIM B Poccuiickoit ®enepanuu
HOPMAaTUBHBIM JIOKYMEHTaM I10 OKa3aHUI0 MEAUIIMHCKON IOMOIIIH JIETSAM C JIETCKUM LiepeOpabHbIM
napajuyoM Ha dTarnax JMarHOCTUKH, JICYEHHs] U KOHTPOJIS 3a JICYEHHUEM, BKIIOUMB aHAIU3 COCTaBa
Teja B INEpeueHb MHCTPYMEHTAJIbHOM NMAarHOCTUKH, PEKOMEHIYeMOW K NPUMEHEHHIO y JEeTeH C
JETCKUM IiepeOpaibHbIM MapaInyOM.
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CIIMCOK COKPAILIEHUH

GMFCS - Gross Motor Function Classification System (Cucrema OLEHKH TJ100aJbHBIX
MOTOPHBIX (QYHKLIH)

MACS - Manual Ability Classification System (Cuctema kiaccupUKauu MaHyaJbHBIX
criocoOHoCTE)

AKM — akTHBHas KJIE€TOYHAs Macca

B3OH — 6enkoBo - sHEpreTryUecKast HeI0CTATOYHOCTh

JUIT — nerckuii nepedpanbHbIi napainy

KM — xupoBas Macca Tena

NMT — unnexc Maccel Tena

MPT — MarHUTHO-pe30HaHCHAasi TOMOrpadus

[IBJI — nepuBeHTpUKYJIApHAs JTEHKOMATHS

CMM - ckeneTHO-MbIILIEYHAst Macca Tela

TM — Tomas mMacca tena

YOO — ynenbHBIN OCHOBHOM 00MEH

@OV — ¢a3oBslii yrou

HHC — nenTpanpHas HepBHAs cUCTEMA

YA3H — yactuuHas aTpo¢us 3puTeIbHBIX HEPBOB

O9T" — anexposHedanorpadpus
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