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OBLIASA XAPAKTEPUCTHUKA PABOTbDI

AKTYaJIbHOCTH MPO0JIeMbI

[TonHOLIEHHOE NHUTAHHE COCTABISET OCHOBY HOPMAJIBHOM >KU3HEAEATEIbHOCTU
OopraHu3Ma JieTed U B3POCIbIX, CHOCOOCTBYET MPOPUIAKTUKE ATMMEHTAPHO-3aBUCHUMBIX U
MH(QEKIIMOHHBIX 3a00JeBaHUM, OOYCIOBIMBAET BO3MOXKHOCTh aJIEKBATHO MEPEHOCUTH
bu3nueckue M TNCUXOAIMOIMOHANbHBIE Harpy3ku. HyTpueHTbl, mocTymaromue ¢ Muien
aKTUBHO BIUSIOT Ha MeETa0OJMU3M, COCTOSIHUE HWMMYHOOHOJOTHUECKON 3allUTHhI,
(GyHKIIMOHUPOBAHKWE BCEX OpPraHOB M cHUcTeM opraHuszMa pebenka (bapano A.A., 2010,
boposuk T.3., 2015, Xopommios N.E., 2015).

B nocneanue roapl HaOMIOAAETCS TEHIEHIMS K POCTY YMCIA AETEH, CTpaJarolux
CHUHIPOMOM XpOHHUECKOU cepaeunoi HeaocraTounoctu (XCH), uro tpeOyeT yHudukanuum
noaxoJoB K e€ auarHoctuke u Jjedennto. XCH B jgerckoM Bo3pacTte pa3BUBACTCS
MPEUMYIIIECTBEHHO MPH BPOXKIECHHBIX MOPOKaX Cepla W KapAUOMHUOMATHSIX, KOTOPHIC
HECMOTPS. Ha HEBBICOKYIO PAaCHpOCTPAHEHHOCTH, SIBISIOTCS OJHOM W3 TJIABHBIX MPUYMH
WMHBaJIUAN3aUMU U cMEpTHOCTU B nerckoM Bospacte (bacapruna E.H., 2010). Oanoii u3
OCHOBHBIX HEpEIEeHHBIX MpoOieM B jedueHuu OonbHbIX ¢ XCH sBusiercs opranuzanus
CBOEBPEMEHHOM KOPPEKIIMU HEIOCTATOYHOCTU NHUTAHUS, KOTOPOW OTBOIUTCS BaKHOE
MecTo B KoMmIuiekcHoM Tepanuu (Apytionos I[1.I'., 2015, Koctrokesuy O.U., 2015).

Hedunutr maccel Tena u pocta y aereir ¢ XCH o0ycioBieH MNOBBIIIEHHBIMU
METa0OJINYECKUMU MOTPEOHOCTSIMHU, HEAOCTATOUYHBIM TOCTYIUICHHEM Oellka U SHEpPTUH C
NUIIEeH, HApYLIEHUsIMU MPOLECCOB MEPEBAPUBAHUS U YCBAMBaHUS, U HEPEJKO OCTAETCsA
HE3aMEUEHHBIM JI0 Pa3BUTHUsSl BBIPAKEHHBIX HAPYLIEHUA HYTPUTHUBHOTO CTaTyca
(Koctrokesuu O.U., 2004).

Henocrarounocts muranms (HII) y mereir pa3BuBaeTcsl MOCTEIICHHO M CTAHOBHUTCS
BUJIMMOU TIPU TOJBKO BBICOKHMX KJIACCAX XPOHUYECKOW CEPAEYHOM HeAOoCTaTouyHOCTH. [Ipu
3aCTOMHOM CepJICYHON HEOCTATOYHOCTH OBICTPO BO3ZHUKAET HEOOXOAMMOCTh BOCIIOJHEHUS
DHEPTreTUYECKUX TOTEpPh Ha (OHE OrpaHWYCHHUS CYTOYHOrO oObeMa MOTpedIseMoin
xuakoctu. Y OompHbix XCH III-IV ®K mnpoucxoauT BbIpak€HHash CTPYKTypHas
MEePECTPOKa CIU3UCTOM OOOJOYKHM TOHKOW KHILIKH, TPOSBIISIONIASACS TOBBIIIEHHBIM
OTJIO)KEHHEM B HEW KosulareHa © arpodueldl BOPCHUHOK, YTO NPHUBOJUT K MOpdo-
GyHKIMOHATHHBIM HAPYIICHHUSIM, COTIPOBOXKIAIOIIUMCSI CHUKEHUEM BCACBIBAHUSI MAaKpO- U
MUKPOHYTPUEHTOB. B  CBI3M ¢ d3TUM  TpUMEHEHHE  CIENUaIN3UPOBAHHBIX
cOaaHCUPOBAHHBIX BHICOKOOETKOBBIX BBICOKOIHEPTETHYECKUX CMECEH NIl SHTEPATLHOTO
NUTaHUS, KOTOpbIE B MajloM 00beMe coJiepkat Tpedyemoe peOeHKY KOJIMYECTBO MUIIEBBIX
BEILIECTB M HHEPryH, 3HAUYUTEIHHO MOBBIIMIAET (PYHKIUMOHAIBbHYIO aKTHUBHOCTH OPTaHOB
MUIIEBAPCHUST H  yiaydiaeT wmeradommueckue mpouecchl (ApytionoB ILI., 2015,
Koctiokesuu O.U., 2015).
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K OCHOBHBIM 1LEeIsIM HYTPUTUBHOM MOJJEPKKU OTHOCIT: obOecredeHue
DHEPreTUYECKUX U IUIACTUYECKUX MOTPEOHOCTEM opraHu3Ma, MOJAJIEp)KaHuEe aKTUBHOMN
OEJIKOBOM Macchl, BOCCTAHOBJIEHHE HMEIOLIEHCA TOTEpU MacChl Teja, KOPPEKLUIO
KaTa0OJIMYECKUX PACCTPOUCTB, MOBBIIEHUE F(D(PEKTUBHOCTH MEIMKAMEHTO3HOTO JICUCHUS,
YMEHBIICHUE YHCJIa OCIOKHEHUM M CHUXXEHUE YpPOBHS WHBAJIUIHOCTH, YIIyYIICHUE
kadecTBa xu3HM nerert (boposuk T.3., 2015).

B nccnenoBaHusax MocieIHUX JIET ONPEIEIEHHOE BHUMAHUE YEISIETCS] IUarHOCTUKE
HYTPUTHUBHON HEJIOCTATOYHOCTU Y B3pocibiX manueHtoB ¢ XCH, ogHako, mpakTudyecku
OTCYTCTBYIOT UCCJIEIOBAHUS, MIOCBSIICHHbIE KOMIUIEKCHOM OLIEHKE HYTPUTUBHOIO CTaTyca
y gereil ¢ xapauomuonatusiMu (KMII) u BpoxxknenHeimu nopokamu cepaua (BIIC),
OCJOKHEHHbIMU cuHIpoMoM XCH u MeronaM AMETOJIOrMYECKOM KOPPEKUWH MPH €ro
Hapymenusix. Jletu ¢ XCH, pa3zBuBaronieiics npu pasnudyHbix popmax KapAHOMUOTIATHI U
BPOXKJICHHBIX TIOPOKOB CEpJlla, HYXKIAIOTCA B KOMIUIEKCHOM JICUEHHH, O0S3aTEIbHBIM
AJIIEMEHTOM KOTOpoOro siBigercs auerorepanust (Apytionos ILI.; 2015, Koctiokesuu O.1.,
2015, Yy6aposa A.1., 2013).

VYuutsiBas yBenuuuBarouieecs yucio aereil ¢ XCH, coBpeMeHHbIe BOBMOXHOCTH B
JMATHOCTUKE HEIOCTATOYHOCTH MHUTAHMUS M €€ JMETUYECKOW KOPPEKIMU U OTCYTCTBUE
YETKUX PEKOMEHJAIMK MO MPOBEICHUIO HYTPUTHUBHOM MOMJIEPKKH U €€ MOHUTOPUHTY Y
JeTeil ¢ JaHHOW TATOJIOTMEW TWPEICTaBIseTCS BECbMa aKTyaJdbHBIM IPOBEICHUE

I/ICCJ'IeI[OBaHI/II\/'I B OTOM HaAIIpaBJICHHUH.

Ieanb ucciaenoBanus:

Y CTaHOBUTh 4acCTOTY BCTPEYAEMOCTH M CTPYKTYPY HEAOCTATOYHOCTU ITUTAHUS Y
JeTed ¢ KapJUOMHUONATHUSIMU M BPOXKICHHBIMH IOPOKAMH CEpJla, OCIOXKHECHHBIMH
XPOHUYECKOM Cep/ICYHON HEIOCTATOYHOCTHIO, U pa3padoTaTh METO/bI €€ TUETOTOTHIECKOM
KOPPEKIIHH.

3axayu uccjie10BAHUS:

1. IIpoBecTH KOMIUIEKCHYIO OILIEHKY HYTPUTHBHOTO CTaTyca OOJBHBIX Pa3IU4yHOIO
BO3pacTa C KAapJAWOMHOINATHSIMU W  BPOXKJICHHBIMM  TMOpOKAMH  CepAla,
OCJIO)KHEHHBIMHM XPOHUYECKON CEPACYHON HETOCTATOYHOCTHIO.

2. OmpeaenuTs 4aCTOTY BCTPEUAEMOCTH, (OPMBI M CTETICHD TSHKECTU HEJIOCTATOYHOCTU
MUTAHUS B 3aBUCUMOCTH OT (DEHOTHUNA KapJUOMHOIIATHN U CTPYKTYPHI BPOKICHHBIX
IOPOKOB Cep/lla, B TOM UHCJIE OCJIOKHEHHBIX BTOPUYHON OeloK-Tepsromien
DSHTEPONATUEN.

3. OueHuTh XapakTep NHUTAHUS, YPOBHHU MOTPEOIEHUS MaKpO- U MHUKPOHYTPHEHTOB

ACTbMHU PAa3JIMIHOI'0 BO3pacCTa ¢ YKa3aHHbIMHU q)OpMaMI/I IMaToOJIOrMH CCpara.



4. OOGocHOBaTh U pa3paboTaTh AU HEepEHITUPOBAHHBIE IO BO3PACTY JIeUCOHBIE TUETHI C
BKJIFOUEHHEM CHELUAIN3UPOBAHHBIX CMECEHN 3HTEPANIbHOTO MUTAHUS JJI1 KOPPEKLNUU
HEJOCTaTOYHOCTU MHTAHUS y JEeTed ¢ KapAUOMMOIIATUSMHU M BPOXKIACHHBIMU
MOPOKAMHU CepALla, OCIOKHEHHBIMH XPOHUUYECKON CEPI€YHON HEIOCTATOYHOCTHIO.

5. Ouenuthb 3¢HEKTUBHOCTH JIEYCOHBIX AUET B COCTABE KOMIUIEKCHOTO JICUCHUS JACTEeH
C HEJOCTATOUYHOCTHIO MUTAHUS U XPOHUYECKON CEpJIEYHON HEIOCTATOYHOCTHIO TPU
yKa3aHHOM MaTOJIOTUH.

HayuyHnas HOBU3HA

BnepBble y gereil ¢ KapAMOMUONATHSIMU W BPOXKJICHHBIMU IOPOKAMM CEpILa,
OCJIO)KHEHHBIMH XPOHMUYECKOW CEepJIeYHONW HEIOCTATOYHOCTHIO, MPOBEACHA KOMIUIEKCHAs
OIICHKAa HYTPUTHUBHOTO CTaTyCa, BKJIIOYABIIAS aHAIU3 AHTPOIIOMETPUYECKUX HHJIEKCOB,
OMOXMMHUYECKUX TMOoKa3aTenell u Qaktuyeckoro mnuTaHus. I[lomydeHsl gaHHBIE O
pacIpoOCTPaHEHHOCTH M XapakTepe HEAOCTATOYHOCTU TMHUTAHUS Yy OTOM KaTeropuu
OOJIbHBIX.

Omnpenenenbl 0COOCHHOCTH TMUIIEBOTO CTaTyca OOJNBHBIX AETel C BPOXKIECHHBIMU
MOPOKAMH CEp/Illa, OCJIOXKHEHHBIMU OEJIOK-TEpSIONIe PHTEepOMmaTuell IMocie Omepauu
@doHTeHa. YCTaHOBIEHO, YTO  OOJBIIMHCTBO  OOJBHBIX HMEIOT  XPOHHUYECKYIO
HEJ0CTaTOYHOCThH MUTAHUS, COMMPOBOKIAIOIIYIOCS HAPYIIEHUEM OEITKOBOTO CTaTyca KPOBH.

BnepBeie ycranoBneHo, uto y OonbHbix ¢ XCH, compoBoxnatomencs
HEJI0CTaTOYHOCTHIO TTUTAHUS TIPU COXPAHEHHOM OEIOK-CUHTE3UPYIONIeH (PYHKIINH TICYCHH,
MOKa3aTeu, XapakTepusylomue OenkoBbIi oOMeH (oOmumii  Oenok, anbOyMuH,
npeanbOymuH, comaromenuH-C, tpancdeppuH, C-peakTUBHBIM O€NoK), HE OTpaXKaroT
CTENEHb HEAOCTATOYHOCTH NUTAaHUS UM HE MOTYT SBISATbCS MapKepaMH OLEHKH HX
HYTPUTHUBHOTO CTaTyca.

VY CcTaHOBIEHO, YTO y MAIMEHTOB CO CJIOKHBIMH BPOXKJICHHBIMU MOPOKAMH CEpla
nociyie omneparun MOHTEHa, OCIOKHEHHON OENOK-TepsIolel SHTEpOonaTuel, MmokasaTenu
OenkoBoro ooMeHa (00muit O6enoK, aabOyMHUH) SBISIOTCS MapKepaMu TSDKECTH COCTOSIHUS
U CTENEHU HEJOCTATOYHOCTU MUTAHUA U JOJDKHBI OLEHUBATHCA KaK MpU MOCTYIJICHUU B
KJIMHUKY, TaK ¥ MPOBEJICHUU HYTPUTUBHOMN MOJJIEPIKKH.

Bnepsoie y mamuentoB ¢ XCH mnpoBeneH aHanu3 (akTUUECKOTO MHUTAHUS C
UCIIOJIb30BaHUEM KOMITbIOTEPHOU mporpamMmbl «1C Ilutanue», MO3BOJSAIOMICH OLEHUTH
Makpo- ¥ MHUKPOHYTPHEHTHBIH COCTaB pAaIMOHA. YCTAaHOBJICH BBIPAXCHHBIA JEPUIIUAT
OCHOBHBIX TIHMIIEBBIX BEHIECTB W OHEPIrUM, BUTAMHUHOB M MHHEPAIbHBIX BEIIECTB,
MPUBOJASIINN K PA3BUTHIO HEJAOCTATOUHOCTH MUTAHMSL.

BnepBoie 000cHOBaHBI M pa3pabOTaHbl JIeYEOHBIE PALMOHBI C BKJIOYEHUEM
CHEIUAIN3UPOBAHHBIX BBICOKOKAJIOPUMUHBIX BBICOKOOEIKOBBIX CMECEH ISl KOPPEKIUU

HEJ0CTaTOYHOCTU MUTaHUS U OLIeHEeHa uX 3 PeKTUBHOCTh B KoMIuiekcHoU Tepanuu XCH.



IIpakTHYyeckass 3HAYUMOCTD

OueHka aHTPONMOMETPUYECKHUX IOKa3aTeled y AeTed ¢ XPOHUYECKOH CcepAedHOM
HEJOCTaTOYHOCTHIO SIBJISIETCSI BA)XKHBIM HMHCTPYMEHTOM JUArHOCTUKHM HEJOCTATOYHOCTU
NUTaHUs U aHan3a YPQEKTUBHOCTH €€ KOPPEKIUH.

Komnekchnas OLIEHKA HYTPUTUBHOI'O craryca c OIpEIECIICHUEM
AHTPOMIOMETPUUYECKUX HUHACKCOB (Z-scores) TO3BOJSIET CBOEBPEMEHHO  BBISBIATH
HapylLIEHUs] NUTaHUS Yy NAlUEHTOB C AWIATAMOHHOW KapJUOMMOINATHENW C pPaHHUM
nebroToM 3a00s1eBaHUs U 'y OOJIBHBIX C BPOKICHHBIMU MOPOKaMU CEPALIA, OCIOKHEHHBIMU
OENIOK-TEPSIIOLIEN 3HTEPONATHEH, YTO JAET BO3MOXKHOCTh PAaHO Ha3Ha4yaTh a/IEKBAaTHYIO
HYTPUTUBHYO IOJIEPKKY.

VY CTaHOBIIEHO, YTO y MAIMEHTOB C KAPJAUOMHUONATHAMHU U BPOKICHHBIMU MMOPOKAMHU
cepAla, OCJIOXHEHHBIMH XPOHHYECKON CEepACYHOM HEIOCTATOYHOCTBIO, HE YAEISIEeTCS
JOJDKHOTO BHHMMAHHUS OpTaHM3allMd MUTaHHUsS, YTO MPHUBOJUT K pa3daTaHCHPOBAHHOCTHU
KaYeCTBEHHOTO W KOJIMYECTBEHHOTO COCTaBa pallioHa U 3HAYMTEIbHOMY Jaeduuuty
OCHOBHBIX HYTPUEHTOB, SHEPTUHU, A TAKKE BUTAMUHOB U MUHEPAJIbHBIX BEILIECTB.

JIMarHoCTUKAa M KOPPEKLMSI HEAOCTATOYHOCTU IHMTAHUSA JOJKHBI IPOBOJIUTHCS Y
JIeTe! ¢ XpPOHUUYECKOMN CEPAECUYHON HEJOCTATOYHOCTBIO Cpa3y IIOC/E IIOCTAHOBKU IUArHo3a.

Pa3paGoTtansl  anropuT™Mbl ~HYTPUTHBHOM TOAJEPKKH C  HUCIOJIb30BaAaHHUEM
COBPEMEHHBIX MPOJYKTOB SHTEPATBHOTO MUTAHUS HAMPABICHHOTO JEUCTBUS U KUPOBOTO
MOJIyJIsl HA OCHOBE CPETHEIENOUYCYHBIX TPUTIUIEPUIOB ISl OOJBHBIX BTOPHYHON OEIIOK-
Tepstollel sHTeponaTeil, Beaeactaue koppekuuu BIIC no merony @oHTeHa.

BHeapenue pe3yibTaToOB HCCJIEIOBAHUSA B IPAKTHKY

Pe3ynbraThl McclieqoBaHUSI UCIOJIB3YIOTCS B MEJArorM4ecKoM mpouecce Kadeapbl
neauaTpud W JACTCKOM peBmaTosiornu mnenuarpudeckoro ¢dakymsrera ['BOY  BIIO
«IlIepBeiit MI'MY um. U.M. CeueHoBa» MunznpaBa Poccuu u oTaena nmocieaunioMHOTO
obpazoBanus B @OI'AY «HI3» MunznpaBa Poccuun. OcHOBHBIE pe3ybTaThl
WCCJICIOBAaHUS BHEAPEHH B pabOTy KapAMOJIOTHYECKOTO OTICICHHS, OTACJICHUS
KapIUOXUPYPIrUM M HHTEHCUBHOW KapAHOJOTHM, OTACJICHUS NUTaHWUs 370pOBOIO U
oonbHorO0 pedbenka HUU Ileauatpun ®I'AY «HI3/]» Munznpasa Poccun.

Anpobauust padoTbl

OCHOBHBIE TIOJIOKEHHSI U PE3YJbTAThl MCCIECIOBAHUS JOJO0KEHBI B BHJE JOKJIAI0B
Ha: XV BcepoccuilckoOM KOHIpecce AMETOJIOIOB U HYTPUIMOJIOIOB C MEKyHapOIHBIM
y4acTHeM «3J0pOBOE€ MUTaHUE: OT (PyHIaMEHTAIbHBIX MCCICAOBAaHUNA K WHHOBAIMOHHBIM
texHosoruam» (Mockaa, 2014); VIII Beepoccuiickom koHrpecce «JleTckas kapauonorus —
2014» (Mocksa, 2014); 7-m EBpomneiickom koHrpecce neauatpoB Europaediatrics-2015
(Gnopennus, 2015); 1X Bceepoccuiickom cemunape namsitu npodeccopa H.A. benokons

«BpoxieHHBIC TTOPOKHU CEpJIla: BO3MOXXHOCTH JHATHOCTUKH, JICUCHHS] W PEaOUITATALII



(Kazanp, 2015).; 49 exerogHoM KOHIpECCe€ €BPOIEHWCKOro O0O0ImecTBa JIETCKUX
racTPO’HTEPOJIOTOB, TeMmaroyioroB W HyTpunmojoroB (Adwunbe, 2016); XVIII
BcepoccuiickoM KOHrpecce AUEeToJIOroB U HyTpuiiroioroB (Mockaa, 2016).

yonukanuu

PesynpTaTel mccienoBanus omyOauMKoBaHBI B 6 paborax, BKIOYas 3 CTaTbu B
pekomenaoBaHHbIX BAK P® xypHanax.

CtpykTypa u 00beM qucCcCepTANUMN

Hucceprauus usnoxkeHa Ha 183 crTpaHumax, BKIIOYAaeT BBEIACHUE, 5 TIJIaB,
o0CyXJIeHHE MOJYyUYEHHBIX PE3yJIbTaTOB, BBIBOJBI U IMPAKTUYECKHE pPEKOMEHIaluu, 52
Tabnull, 26 pUCyHKOB, CIIUCOK JIUTEPATyPbl, KOTOPBIM COCTOUT U3 44 oTeueCTBEHHbIX U 112
3apyOeKHBIX aBTOPOB.

COILEPKXAHME JTMCCEPTALIUN

MarepuaJibl M METOABI HCCJIEI0OBAHUS

Paborta BbeimonHeHa B ®PI'AY «Hayunblil neHtp 310poBbs JeTeil» MuH3gpasa
Poccun (mupextop — akamemuk PAH, mpod. A.A. bapanoB) B mepuox 2013-2016 rr.
OOcnenoBanue U HabmoneHue 3a netbMu ocyuiectBisuiock B HUM neauarpun ®T'AY
«HII31» MunzapaBa Poccum (mupexktop — wien-xkopp. PAH, mpod. JI.C. Hamazosa-
bapanoBa) Ha 6a3ze kapauwonormdyeckoro otnaeieHus (3aB. — mpod. E.H. bacapruna) u
OTJETICHUSI TUTaHUS 370pOBOTO U OonpHOro pebenka (3aB. — mpod. T.D. bopoBuk).

I/IHCTPYMCHTaJ'IBHBIe JUAarHoCTHYCCKHUEC HCCIICOOBaHUA MMPOBCACHBI B OTACICHUHN

yIbTPA3BYKOBOM JMAarHOCTHKM (3aB. — K.M.H. [.B. PeByHEHKOB), pPEHTI€HOBCKOMU
muarHoctuku (3aB. — kK.M.H. M.JI. TpaBuna), maGoparopHoMm otnmene (3aB. — m.0.H.
H.A.MasHckuii).

[Ton mabmroneHmeM Haxomuiaoch 153 pebenka, n3 Hux 87 (56,8%) mammeHTOB C
KapauoMuonatusMu u 66 (43,2%) O0NBHBIX C BPOXKJICHHBIMU MTOPOKAMH CEP/IIA.

Knunanyeckoe oOcnenoBanne OOJBHBIX MPOBOAWIOCH IO  OOIICTIPUHATHIM
CTaHJapTaM M BKJIIOYAJO OLEHKY >Kano0, JaHHBIX aHaMmHe3a 3a00JieBaHUs, KIMHUYECKHX
NPOSBJICHUN 00JIE3HU, paHEe MPOBOAUMOTO JICYEHHS U MOTYy4aeMOro MUTaHUS.

Bcem manmeHtaMm mpoBOAMINCH 3JEKTpoKapauorpaduueckoe uccienoBaHue B 12
OOILIENPUHATHIX OTBEJCHUSAX, 0030pHAas pPEHTTeHOrpadusi OpPraHoB TPYAHON TOJOCTH,
sXoKapauorpapuueckoe HCCieoBaHHe MO CTaHAAPTHBIM MeToAuKaM. Jluactonmuueckas
(GYHKIMS JIEBOTO “KellyJouka cepilla OLEHUBAJIaCh B PEXUME HMITYJIbCHOBOJIHOBOU
nomnrieporpaduu, perucTpupoBaiu ckopoctb panHero (E, wm/cex) aumacrommnueckoro
HAIOJIHEHHU JIEBOTO KEJIyJ0YKa, CKOPOCTh KPOBOTOKA B CHUCTOJY JIEBOrO mpeacepaus (A,
M/CEK) U pacCUMTHIBAJIM OTHOIICHHE YKa3aHHBIX ckopocteit (E/A).

Ouenka craguu HegoctatroyHocTu KpoBooOpamienus (HK) u ¢ynkumnonaasHOTO

kiacca (OK) npoBoauiack B COOTBETCTBUU € Kiaccudukanueir Poccuiickoro obiiectsa



CHEIMAINCTOB 10 cepaeuHoil Hepocrtatounoctu (OCCH, 2003), y nereit paHHeTro Bo3pacra
crazun HK  ompenensimi ¢ y4eToM KIMHHUYECKUX KPUTEPUEB B COOTBETCTBUM C
knaccudukamuent, npeaynoxeHHo H.A. benokons (1987) u xnaccudukammeit Ross R.D.
(1987) nns onpenenenus OK.

JIyist perieHus: MOCTaBJIEHHBIX 3a/1ay OLICHUBAJIM HYTPUTHUBHBIN CTaTyC MAlMEHTOB C
MOMOIIBI0 U3MEPEHUN MACChI Tella U POCTa U ONpPEICIICHUs COJEpKaHus OEKOB IIa3Mbl
KpoBU (00muit 6emok, anbOyMuH, npeabOymuH, C-peakTUBHBIN Oeok, comatomeanH-C,
TpaHc(eppHH) Npy NOCTYIUICHUH U Yepe3 6 MecsleB OT Hayalla AUeTOTepau.

AHTponoMerpuueckue aAaHHble (Macca Tena W januHa, MMT) oueHuBaniu B
nporpammax « WHO Anthro» (Bepcus 3.2.2.), WHO «AnthroPlus 2009» (Bepcus 1.0.4), na
OCHOBAaHHMH pacyeTa Z-scores - OTKJIOHEHWW WHANBUAYAIbHBIX TMOKa3aTeliel OT CPeaHUX
3HAYEHUHN IS aHHOM momyssiiuu. MHTeprpeTanuo pe3yibTaToB aHTPOIMOMETPUYECKHUX
U3MEpEeHUN HAONIOMAeMbIX TMAIMEHTOB MPOBOJWIM Ha OCHOBE KJIacCH(pUKALUN
HenocraroudHocty nmutanus BO3, MKbB 10, ASPEN.

Onenka (GakTUYECKOTO NHTAHUS MPOBOAUIIACH AHKETHO-OMPOCHBIM METOJOM Ha
OCHOBE JIaHHBIX pPa3paOOTaHHBIX HaMU JTHEBHUKOB TMUTaHUS, KOTOPBIC 3aIOJIHSIIN
poauTenu. AHaIM3UPOBAIN CIEAYIOIIME TMOKa3aTeIu: KAaueCTBEHHBIM COCTaB IMHUTAHUS
(mpoaykThl M ONrOAa, BXOJSIINE B COCTAaB pPAaIlMOHA), CYTOYHBIH M Pa3oOBbI 0OBEMBI
MTOPLINH, KOJIMYECTBO  JKUAKOCTH, MoJiydaeMoil  peOeHKOM, VICTIOJIb30BAHUE
CHCIUATM3UPOBAHHBIX TMPOAYKTOB SHTEPAIBHOTO TMUTAHUS, OCOOCHHOCTH allleTUTa,
OTHOLIEHHUE K MOJIy4aeMbIM MTPOTyKTaM MUTAHUSI.

XuMuueckui coctaB (O€NKH, >XUPBI, YIJEBOAbl, BUTAMHUHBI M MHUHEPAJIbHbIE
BEIIECTBA) M DSHEPreTUYECKash LIEHHOCTh palldOHAa pPaCCUUTHIBAIUCH C TOMOUIBIO
KoMIbloTepHOM mporpamMmbl  «1C Ilutanue», BKIIOYABIICH TaOJNUIBI CIPABOYHUKA
«Xumuueckuit coctaB Poccuiickux mumieBbix mpoaykToB» (2008 1), maHHBIE KaTajloroB
«[IpoaykTsl TUTaHUs OIS AeTei paHHero Bo3pacTta» (2014 1) u «Crnenuanu3upoBaHHBIC
NOPOAYKTHI MMUTAHUS 7S eTell ¢ pa3nuyHoi matoioruei» (2015 r), matepuanoB nocoOus
1u1st Bpauei «Opranu3zanus JieueOHOTo MUTaHus AeTeil B ctaiimonapax» (2000 ).

JIist onieHKH MOTPeOICHHsI MUIIEBBIX BEIIECTB M SHEPTUH MOKA3aTeld, MOJyUYEeHHbIE
JUTSL KaXKI0TO M3 UCCIIEyEMBIX MAaKpO- 1 MUKPOHYTPUEHTOB, COMOCTABIISLINCH ¢ «HopMmamu
(GU3HOIOTHYECKUX TIOTPEOHOCTEM B OCHOBHBIX THINEBBIX BEIIECTBAX, DJHEPTUU U
MUKPOHYTPUEHTax [UIs pas3JMuHbIX Ipymnn HaceneHus Poccuiickon dDenepanun», MP
2.3.1.2432-08, ot 18.12.2008 r.

WNurepnperannio pe3ysbTaTOB aHTPOMOMETPUUECKUX HW3MEPEHUN HaAOII0AaeMbIX
MAIlMEHTOB MPOBOJIMIN HA OCHOBE Kilaccuukanuit HenoctarouHoctu nutanus BO3, MKb
10, ASPEN [29, 121]. Kpurepuu ounenku octpoit HII mpexacraBnenst B Tabmnuue 2.5.
Xponunueckas HIT nuarnoctupoBanack mpu Z-score poct/Bo3pact Hmxke -2 SD.



Tabnuma 2.5.
Knaccudukanus He10CTATOYHOCTH MUTAHUS
dopma Z-scores:
HEJIOCTATOYHOCTH Macca Tena/ Mmacca tena/ | UMT/Bo3pact | poct/Bo3pact
MUTaHus/ JUTMHA TeJa BO3pacT (Bce (Bce
CTEIEHb TSHKECTH (mo 5 ner) (mo 10 ner) BO3pacCTa) BO3pacTa)
Octpas ¢opma HIT:
e JIeTKas or -1 1o -1,9 - ot -1 10 -1,9
® yMepeHHas or-2510-2,9 | or-210-2,9 | or-2 o -2,9
e TsKesas > -3 > -3 >-3
Xponuueckas popma ] i i <
HIT

CratucTuyeckuid aHaiau3 pPe3yJIbTaTOB NPOBEIEH C MCIOJIb30BAHUEM I1aKETOB
nporpamm Microsoft Excel 2013 u IBM SPSS Statistics 21. Jlanabie B TekcTe U Tabnuiiax
MpeACTaBlIeHbl B BUje Meauansl (25, 50, 75-i nepuentwim). Paznuuus Mexay rpymnmnaMu
onpeaesuid ¢ nomoupto kpurepus y2 Ilupcona m U— kpurepuss Manna-YutHu. s

Jotst

YyBCTBUTEJIBHOCTU U cnerupuyHocTd ucnoiab3oBaiu ROC-ananus. Ilnomanu nox ROC-

OIICHKM TMapaMeTpoB  HCMOJb30Banu  Kodhdumuent Crnupmena. OLICHKH
kpuBbiMU (AUC) cpaBHUBaIU C MOMOILIBIO HEMMAPAMETPUUECKOTO0 KPUTEPHUs, PACCUUTHIBAS

JIBYCTOPOHHUM p. CTaTUCTUYECKN 3HAYMMBIMU cUMTanu pasnuuus npu p<0,05.

PE3YJIBTATBHI UCCJIIEJOBAHUSA U UX OBCYXIAEHUE
Knunuveckasi XapakTepucTHKA NAIUEHTOB

O6cnemoBano 153 pebGenka B Bo3pacte oT 1 Mmecsama a0 16 JeT ¢ XpOHUYECKOM
y 86 (56,8%)

kapauomuonatusamu (I rpynmna) u'y 66 (43,2%) nereit ¢ BpoKIACHHBIMH TOPOKAMH CEP/LIA

CEpACYHON  HENOCTAaTOYHOCTBIO,  Pa3BUBILIEHCS NAlMEHTOB  C
(Il rpynma). Cpeau naruentoB ¢ KMII aunatammonnsiii peHoTun ycranonieH y 54 (62%)
NaIMeHTOB, PECTPUKTUBHBIA ¢eHotun - y 9 (10%) GonbHBIX, TUNIepTpopuuecKkuil - y 24
(28%) neteit. B rpynmy aeteit ¢ BIIC Obutn BriroueHs! 58 (88%) OOMBHBIX € pa3IMdYHBIMU
(dbopMamMu BpOKJIEHHBIX MMOPOKOB ceplla KaK B J10-, TAK U MOCIEONEPALMOHHOM MEepUoIaxX
(cpoku TOCIlie OIEepaTUBHOrO JICUCHMs] Kojiebaimuch oT 3 MecsneB g0 S5 jer). Yacto
BCTPEUYAINCh TAKHE BPOXKJIECHHBIE MOPOKH CEPALA, KaK aHOMAJIBHOE OTXOXACHHE JIEBOU
KopoHapHoii aprepun (19,8%), koapkrauus aoptsl (15,2%), eaunsiit xxenyaouex (15,2%),
HEJ0CTaTOYHOCTh MHUTpasibHOro kiamaHa (10,7%). B oTnenpHyro rpymily BbIIEICHBI 8
(12%) nereii ¢ BIIC nocne onepauuu no merony PoHTeHa, Y 5 U3 KOTOPBIX B OTAAJICHHOM
MOCJICONIEPAIIMIOHHOM TIEPUOJIE pa3BUiIachk Oemok-Tepsitorias saTeponatus (bT3).

B Bozpacte no 1 roga 6wuio 48 (31%) mamumeHToB, M3 KOTOphiX: 31 pebeHOk ¢

munataiiioHHbIM (penotuniom KMII, 2 manmenrta ¢ runeprpoduueckum penotunom u 15
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nereit ¢ BIIC. Ananu3 TeHAEpPHOTO COOTHOIICHHS TMOKa3ald, YTO Cpead OOJBHBIX

npeobnamanu  geBoukd — 83 (54,2%). bompmmumHcTBO  meteit  (n=128, 84%)
roCnUTaIM3UpOBaHbl Briepsbie, 25 (16%) — moBTopHO (Tad. 1).
Ta6mwuma 1
Pacnpenesienue 00JbHBIX ¢ XPOHUYECKOH CepAeYHON HET0CTATOYHOCTHIO
ITocTymienue

— CocrosiHue pebeHka

= Hoso Yucino

= " | HauueHToB v —| TCPBUYIHOC IIOBTOPHOE

a JIOTUS TKET0e Cp€aHEN YAOBJICTBO

—~ TAXKECTHU PUTCIIBHOC

n % n % n % n % n %0 n %0
I [KMIT | g7 [s6g| 15 | 17 | 71 | 82 [ 1 [ 78 [ 90 | 9 | 10
I | BIIC 66 | 432 | 19 29 29 44 18 27 50 76 16 24

Bceero 153 | 100 | 34 22 100 | 65 19 13 128 | &4 25 16

IIpu noctyrieHuu B KIMHUKY cocTosiHue 34 (22%) nauueHToB ObLIO pacLiEHEHO KaK
Tspkenoe, 100 (65%) OONBHBIX - Kak CpelHed CTereHu TsKecTH, Toibko 19 (13%) nereit
HaXOJIWJINCh B YAOBJIETBOPUTEIBHOM COCTOSIHUM. B HccienoBanne He BKIIOYAIA OOJIbHBIX,
MOJIyYaBIINX TOPMOHAJIBHYIO TEPANNI0 HA MOMEHT OOpallieHus B KIIMHUKY .

OcHoBHBIME >kano0amu 607bHBIX ¢ XCH sBIAMUCH: MOBBINICEHHAS YTOMIISIEMOCTD,
CHUKEHHUE (PU3UYECKON aKTUBHOCTH, OJBIIIKA TPU MUHUMAIBHBIX (DU3UUECKUX HArpy3Kax,
B TOM YMCJIE€ BO BpeMsl IpHeMa MHILHU, JJIUTEIbHBIE MEePEephIBbl BO BPEMSI KOPMIICHUS Y
IPYAHBIX I€TEW, CHUKECHHBIN alllleTUT, 3HAYUTENIbHAS 3aJ€pKKa (PU3NIECKOTO Pa3BUTHS.

[Ipu knuHMYeckoM ocMoTpe y GonpinHCeTBa nanueHToB ¢ KMII (87%) u OonbHBIX €
BIIC (74%) otMeueH nepuopaibHbld U IEPUOPOUTANIbHBIN 1TMaHo3. [ledopmanus rpyaHON
KJIETKH TI0 TUITy CepJedHOoro ropoOa BeisaBieHa y 57% nereit ¢ KMII u 62% OGonbHBIX ¢
BIIC, pacmmpenre TpaHHI] OTHOCUTENBHOM TymocTH cepaua - y 82% pgered u
MoAaBIIAIONIET0 60bIMHCTBA (92%) cooTBeTCTBEHHO. [laToNnornyeckue cepaeuHbIe IIyMbI
BBICTYIIMBAJIUCh Y BCEX NMALMUEHTOB, Taxukapaus - y 28% pereil m taxumHod - y 31%
OOJIBHBIX C KapAMOMUONATUSIMU.

VY 5 manumenroB ¢ BIIC nocne onepannn ®OHTEHA AMArHOCTUPOBAHA BTOPUYHAs
OeNoK-TepsItoIIas YHTEPONaTHs, KOTOpas MPOSIBIISLIACh YACThIM JKUJIKUM CTYJIOM OT 5 110 10
pa3 B cyTKU. Bpemst nosiBieHus KIMHAYECKUX npu3HakoB bTO BapeupoBano ot 6 Mecsues
710 6 JIET MOCJIe ONIEPATUBHOTO JICUCHUSI.

Ouenka GuU3MYECKOro pa3BUTHS NALMEHTOB

VY Bcex OONbHBIX JeTe ObUIM OLIEHEHBl AHTPONOMETpUYecKue UHAECKCHl. [lpu
noctymieHud B KIUMHUKY y 37 (77%) namumentoB | roja KU3HM JHAarHOCTUPOBAaHA
HeJocTaToYHOCTh nutanua. Y 26 (70%) OGonbubix ¢ KMII Obuta BbIsIBI€Ha ocTpas
HEJ0CTaTOYHOCTh NMUTaHusA, Ipu 3ToM y 9 (35%) maumenrtoB - nerkas HII, y 10 (38%) -
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ymepenHas HIL, y 7 (27%) — tsxenas crtenenb HIL. YV GoibHBIX ¢ BpOXKACHHBIMU
nopokamu cepaua Takxke ycraHosiaeHa octpas HII (n = 11, 30%), npu sTtom Jerkas
creneHb oTMeueHa y 1 pedenka (9%), ymepennas crenedb — y 6 (55%) u Tsbkenast creneHb
-y 4 (36%) nereii.

XpoHHUecKkasi HeIOCTATOYHOCTh MUTAHUSI HA TIEPBOM TOJly KU3HU HE BBISBISIIACK,
onHako, y 3 (27%) manuenTtoB ¢ BIIC (Z-score poct/Bo3pact ObuT B quama3oHe oT -2,32 10
-438) my 4 (15%) nereit ¢ KMII (Z-score poct/Bo3pact kojebdasncs B quamnazone ot -2,06
1o -5,1) oTMeueHa TeHJeHIMA K 3a/IeP>KKE pOCTa.

N3 105 nereit crapmie 1 roga HEJOCTATOUYHOCTh MUTAHUSI JUATHOCTUpOBaHA y 32
(30%) nereii: 14 (44%) 6onbHBIX ¢ KMIT 1 18 (56%) ¢ BIIC (Tab6:x. 2).

Onenka ¢usnueckoro pa3sutusi ¢ ydetoM (enoruna KMII mokazama, uto u3 54
neteit ¢ JIKMII octpast Henoctatounocts nutanus owia y 30 (56%) GoybHBIX, U3 HUX -
nerkas cremneHb y 12 (40%), ymepennas crenensb - y 10 (33%), Tsoxenas creneHp - y 8
(27%). Xponunueckass HII B nanHoil moarpynmne OoJIbHBIX HE OTMeueHa. B moarpymnmne
MAIMEHTOB C pecTpUKTUBHBIM (heHoTunoMm (n=9) HII muarnoctupoBana y 6 (67%) nerei,
u3 Hux octpas ¢opma HII ycranosnena y 5 (83%), xponunueckas — y 1 (17%) nauuenra.
[Ipu omenke cremeHu TsokecTu octpor HII merkas cremenns ycranoBiena y 4 (80%)
OONbHBIX, yMepeHHass cteneHb — y 1 (20%) pebenka. M3 24 mnamueHTOB C
runeprpopudeckuM (heHoTurnom Jerkas creneHb octpoit HII BeisiBnena y 4 (17%) neteid.
Xponnueckas ¢popma HII Besienena y 1 (11%) pebGenka ¢ pectpuktuBHbiM 1 Yy 1 (4%) ¢
runeptpopudeckum penorumnamu KMIT.

Tabnuma 2.
XapakTep HeOCTATOYHOCTU MUTAHUS Y JIeTell ¢ Pa3jJMYHbIMH (PEHOTUIIAMH

KapIMOMHONIATHH ¥ BPOKICHHBIMH NOPOKamMHu cepaua (n = 153)

Kapnnomumonatun BpoxneHnsie mopoku
(n=287) cepana (n = 66)
HenocratounocTts BIIC’
THTaHHS JIKMIT! PKMIT? [KMIT’ BIIC* rocie
(n=154) (n=9) (n=24) (n=158) onepanuu
®oHTeHa,
(n=8)
n % n % n % n % n %
OcTtpas ¢opma 30 56 5 56 3 13 | 18 | 31 1 13
Bcero 38 (44%) 19 (29%)
JIeTKasl CTENEHb 12 40 4 80 3 100 | 6 33 - -
yMEpeHHas CTENEHb 10 33 1 20 - - 7 39 1 100
TsKEJasi CTENeHb 8 27 - - - - 5 28 - -
Xponunyeckas popma* - - 1 11 1 4 6 10 4 50
Bcero 2 (2%) 10 (15%)
JloCTOBEpHOCTD pa3Iuymii MEX Iy HoArpynnamu ¢ octpoit popmoit HIT: p1-2 = 0,02; p1-3 =0,03; p2-
3 -<0,01; p4-5 = 0,002; HocroBepHocTh paznuuuii Mexay noarpynnamu BIIC ¢ xpoHuyeckoii

dopmoit HIT: p4-5* = 0,02.
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B rpynne ¢ BIIC (n = 58) octpas HII BeisiBnena y 18 (31%) nereid, cpeau KOTOPbIX
c jerkoi creneHbio Obuto 6 (33%) mamueHToB, ¢ yMepeHHoU ctemneHblo — 7 (39%), ¢
TSDKEIION cTemneHblo - 5 (28%) nmereir. Xponmueckas ¢opma HII nuarnoctupoBana y 6
(10%) 6ompHbIX. IIpu omnenke dusuyeckoro pasputus aererr ¢ BIIC mocie omepammu 1o
®onreny (n=8), HII nuarnoctupoBaHa y 5 ManyMeHTOB W HOCWJIA XPOHUUYECKHM XapakTep
(Z-score poct/BO3pacT B amamasoHe or -2,24 no -4,11) y 4 OGonbnbix, octpas HII
yMEPEHHOM CTEeTNeHH BhIsiBIeHa y 1 pedenka (Tabi. 2).

Takum oOpa3oM, HEJOCTATOYHOCTh MUTaHMs Obula TuarHoctupoBaHa y 69 (45%)
oOcnenoBanHbix manueHToB ¢ XCH, u3 Hux: octpas ¢gopma HII y 38 (55%) mereit ¢
KapauomuonatusMu Uy 19 (28%) mamueHTOB € BpPOXKACHHBIMU TOPOKaMHU CEpAla,
xporndeckas hopma -y 2 (3%) ny 10 (14%) nereit coorBercTBeHHO. Y 60a6HBIX ¢ KMII
HapyILIEHUsI HyTPUTUBHOTO CTaTyca HOCWIM TMPEHUMYIIECTBEHHO OCTpBIM XapakTep, a y
0onpHBIX ¢ BIIC — xponuueckuii. 3anepxka pocra y aereil ¢ BIIC u tenaenuus x eé
dbopmupoBanuto y ngereii ¢ KMII oTrmedanack yke Ha TEpBOM Troay >KM3HHU. Tspkemnas
crenedb octpoil HII Obuia xapakTepHa A MAUMEHTOB NEPBOrO ToAa JKU3HU C
JTUIATAIIMOHHBIM (DEHOTUTIOM KAapJUOMHOIIATHU U C BPOXKICHHBIMH MOPOKAMU Cepla 0
XUPYyprudeckoro yeueHus, xpouudeckas gopma HII ormeuanacs y 6ompubix ¢ BIIC mocne
onepanuun @Donrtena. llomydeHHble pe3yabTaThl COTJACYIOTCS C JaHHBIMH MHPOBOU
CTAaTHUCTHKU O HEJAOCTATOUYHOCTH THUTAHUS y JCTEH, B COOTBETCTBUU C KOTOPBIMH JIJIS
NAlMEHTOB C BPOXKICHHBIMM TMOPOKAaMM CepJilla XapaKTepHa CTOMKas 3aJep:KKa pocTa
(Piyagarnt E, 2013).

Ycranosneno, uto y nereit ¢ KMII u BIIC u3ydaemble OnoXxuMuyeckure nokazaTean
HAaXOJIWINCh B Tpenenax pedepeHCHBIX 3HAYCHHWH, B €IWHUYHBIX ciaydasx (mo 1-3%
OOJIBHBIX) OTMEUYEHO KaK HE3HAYMTEIbHOE CHUKEHHUE, TaK WM TOBBLIIICHUE KOHIICHTpAIUN
O0enkoB KpoBu. TakuM o0pasoMm, y neTed ¢ KapAUOMHUOMATHSIMU W BPOKICHHBIMU
[IOpOKamMu cepaua, OCJI0’KHEHHBIMU XCH, OMOXUMUYECKHUE [I0Ka3aTeliy,
XapaKTepu3yolne OeNKOBbI OOMEH HE OTPaKaroT TAKECTh HEAOCTATOUHOCTH MUTAHUS U
HE MOTYT CIIYXUTh MapKepamH Ijisi OLEHKH HYTPUTHBHOTO CTATyCa, YTO COTJIacyercs ¢
JAHHBIMM paHee TMPOBEACHHBIX HCCIEAOBAHHUM, YCTAHOBMBIIMX, YTO HW3MEHEHHE B
CHIBOPOTKE KpPOBU KOHILIEHTPAllUM TaKUX O€NKOB, Kak aJlbOyMHH, TpealbOyMHUH,
TpaHChEeppUH, XapaKTepu3yeT HaJIMYME BOCHAIMTEIHLHOTO TPOIEcca, HO HE OTpa)kaeT
TsDKECTH HepocTtaTouHocTu nutanus (Bharadwaj S, 2016).

Uckmouenne cocraBmsitor nanueHtel ¢ BIIC mocne  onepamuun  PoHTEHa,
OCJIO)KHEHHOW  O€JIOK-TepsIolel  JHTepomaTHel,  MpOSBIAIONICHCS  CHUXKEHHUEM
KOHLIEHTpaIuil obuiero 0enka 1 anpO0ymMuHa (10 MUHUMAaJIbHBIX 3HaueHui 32 1/n u 14 r/n

COOTBETCTBEHHO) y 5 mMmamueHToB W mpeanbOymuna g0 119,38 mr/nm y 1 GonpHoro. Ha
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OCHOBAHHWM YpOBHs 0O0mIero Oeilka W ajdbOyMHHAa JUAarHOCTHPYETCS OCIOK-TEepSIOIast
DHTEPONATHUS, OTMPEILSISICTCS TSHKECTh COCTOSHUS, CTENEHb HEJOCTAaTOYHOCTH TMUTAHUS U
KOHTpoJupyeTcs 3h(HEKTUBHOCTH €€ JIeUSHUS.

Oco0eHHOCTH NUTAHUS MALIMEHTOB

AHamu3 (PaKTHYECKOTO THUTAHHUS BBISBMI KA4eCTBCHHBIE W KOJIMYCCTBCHHBIC
HapyIIEHUsI COCTaBa paroHOB y 00ybHBIX ¢ XCH, 94TO IpHBOIMIO K NSUIIUTY SHEPIHH,
BCEX OCHOBHBIX HYTPHEHTOB, YHEPTUHU, BATAMUHOB U MUHEPAJILHBIX BemlecTB (Tao. 3).

Tabauna 3
OTKJIOHEHHS B MOTPe0JIeHNY OCHOBHBIX MUIIEBBIX BelecTB U 3Hepruu (%)

JieTei ¢ XpOHH‘lCCKOﬁ cepueqﬂoﬁ HEJO0CTATOYHOCTBIO

JlepuuT OCHOBHBIX MMHIIEBBIX BEIIECTB U YHEPTUU
I o 1o otHomeHuto K HITO* (%)
PYHIIE n (%) DHepreTuveckas Benku JKupbr VrieBonsl,
LIEHHOCTh
JeTn mepBoro roaa ;Ku3sHu
KMIT 33 (69) -35 -33 -28 -29
BIIC 15 (31) -30 -15 -29 -25
Jetu crapuue 1 roaa
KMII 52 (51) -39 -21 -27 -48
BIIC 50 (49) -19 -2 -20 -33

*- HopMa (PU3HOTOTHYECKUX MOTpeOHOCTEN

Y nmerer rpyAaHOTO BO3pacra OTKIOHEHHS B XHMHYECKOM COCTaBE€ CYTOYHBIX
pPaIMOHOB OT HOPM (PM3HOJOTUYECKUX MOTpPeOHOCTeH ObutM XapakTepHbl kak mpu KMII,
tak 1 nipu BIIC. ¥V Gonpabix ¢ KMII nedunmr cyrounoro motpebiaeHuss Oeka COCTaBHII
35% (M=o 1,740,7 r/kr/cytkn), xupa - 28% (M=o 3,9+1,3 1/kr/cyTkn), yriaeBoaos - 29%
(M*c 8,942,3 r/kr/cyTKku), 3HEepreTuyeckas IeHHOCTh palMoHa ObUTa cHIKeHa Ha 35%
(M*c 79,5+22,8 kkan/kr/cytku) no cpaBHeHuto ¢ HOIIL. V mamuenroB ¢ BIIC pedumur
oenka Obu1 15% (M=o 2,1+0,7 r/kr/cytku), xkupa - 29% (M+c 4,0+0,8 1/KT/CyTKH),
yrieBoaoB - 25% (M=o 8,6£1,3 1/Kr/cyTku), sHepreTuueckas IEHHOCTh pallMOHA HIDKE
H®IT na 30% (M#c 86,2+11,1 kkan/kr/cytku). Ilpu aHanmm3e MHKPOHYTPUEHTHOTO
cocTaBa palMOHOB TakXke oOpaiian Ha ceOs BHUMaHUE ACPUIMUT >KUPOPACTBOPUMBIX
BUTaMUHOB - D (41-90%), E (12%) n A (13-38%) 1 MUKpO371€EMEHTOB - KanbLus (25-50%),
maruus (19-62%), xenesa (15-46%) (puc. 1).

B nuranuu nereit crapmie | roga Takke OTMEYEHO 3HAUYUTEIIBHOE CHUXKEHUE YPOBHS
OCHOBHBIX MHINEBBIX BEIICCTB, SHEPTHH U MUKPOHYTPUEHTOB. Tak, negurut Oenka y nereu
¢ KMII cocraBun 31%, xupa - 27%, yrieBosioB - 48%, 3HEpreTH4ecKor [eHHOCTH - 39%.
VY nereii ¢ BIIC nedunura 6enka BBISBICHO HE OBIJIO, HEAOCTATOK kupa coctaBmi - 20%,

yrieBooB - 33%, sHepreTuyeckas IeHHOCTh ObLia cHbkeHa Ha 19% ot HOII (tab. 3).
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Pucynok 1. Otkinonenue (%) 0T HOpMBbI B COAECP>)KAHUU OTAEIbHBIX BUTAMUHOB U MUKPOAJIEMEHTOB B
panuoHax serei 1 roja )Ku3HM IPU MOCTYIUIEHUU B KIIMHUKY

Opranusanus 1MeToTepanuu

[Tpu 060CcHOBaHMY M HA3HAUYEHUU JUETOTEpANHU OONBHBIM C KapAUOMHUOINATUSIMU U
BPOXKJICHHBIMM  TOPOKaMHM  CEpALA, OCIO0KHEHHBIMH  XPOHUYECKOM  CEepAeHHOMU
HEJ0CTaTOYHOCThIO YUYHUTHIBAIM BO3pacT peOeHKa, ero ooOluee COCTOsSHUE, MOKa3aTelH
¢usnueckoro pa3BuTHs, (OPMY M CTENEHb TSHDKECTH HEJAOCTATOYHOCTH TUTAHUS;
M3MEHEHUs] OMOXMMHUYECKHUX MOKa3aTeNeil; cOCTaBbl COBPEMEHHBIX CIEHHUATU3UPOBAHHBIX
IIPOJYKTOB JIJIsL SHTEPAJILHOTO MUTAHMUS.

B nuranun 20 (42%) nanueHTOB MNEPBOrO TrojAa >KU3HU YAaCTUYHO COXPaHSIIM
IPyJIHOE MOJIOKO, & KOPPEKIIHIO BHISIBICHHBIX J1e(DUIIMTOB OCHOBHBIX MHIIEBHIX BEIIECTB U
SHEPTUHU MPOBOJAWIIN 32 CUET BKIIOUCHHUS B PAllMOH BBICOKOKAIOPUHHOM BHICOKOOEIIKOBOM,
o0oTraeHHOH MHUKPOHYTPUEHTAMHU CMECH ISl dHTepasibHOoro nurtanus «Uudarpunm»; y
OOJNbHBIX HAa HMCKYCCTBEHHOM BCKapmiiuBaHuM (n=28, 58%) AaHHBIM NPOAYKT CIyXKHI
0a30BbIM MMUTAHUEM.

JeTsim crapiie 4-X Mecs1eB K TPyJJHOMY MOJIOKY WM Je4eOHON CMecH Ha3Haudajau
NPOIYKThl MPUKOpMA (KAl MPOMBIIUICHHOTO BBIIYCKa, OBOILIHOE, (PYKTOBOE, MSICHOE
IIOpE, TBOPOT, PACTUTEIBHOE U CIIMBOYHOE MAacya).

Jns kaxaoro peOeHKa TIpyAHOTO BO3pacTa HEOOXOAMMbIE OObEM MUTAHUS U
KpPaTHOCTh KOPMJICHUI PAaCCUYMTHIBAIA MHAUBUAYAJIHHO C YUETOM HOPM (PU3HOIOTHUECKHIX
noTpeOHOCTEH B Oelike, SHEPTrUU U BBIHYKICHHOIO OIpaHMYEHHUs] CYTOYHOIO KOJMYECTBa

KHUIKOCTH.
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Cpennuii CyTOYHBIH OO0BEM JKUIKOCTH Yy JETeH MEepBOTO TOIYTrOAHs >KU3HH
coctaBisut 300-400 mi, BToporo momyromaus - 500-600 mu. OO0bEM >KUIKOCTH, KOTOPBIN
JOJDKEH TMOJIYYUTh MAIMEeHT ¢ MPOAYKTaMH MPUKOpMa ompeAessiiv u3 pacuera 1/2-2/3 ot
Beca MpOAyKTa Wi Oirofa mpukopMa. B CBA3M ¢ MOBBIIEHHBIMHU MTOTPEOHOCTSIMU JIETEH C
XCH B sHepruu, Ha3HaUYCHUE MUTAHUS MPOBOIWIM U3 pacuera He mMeHee 120-140 kkai/kr
Macchl Tella B CyTKH, Oenka 2,5-4 r/Kr Macchl Teia B CyTKHU.

[Tarmentam crapmie 1 roga ¢ XpOHHUYECKOW CepAeYHOW HEJOCTAaTOYHOCThIO 0e3
BBISIBJICHHON HYTpPUTUBHOW HeaoctaTodHocTu (n=70, 72%) B KayecTBE NUETOTEPANUU
OpPUMEHSUTM  MOAU(DUIIMPOBAHHYI0 HamH JiedeOHyro auwery Ne5 (Bapwant 1), ¢
OTpaHMYEHUEM KHUJIKOCTH U 00aBIeHHON conu A0 1 r/cyTt. JlaHHas mueTa B 3aBUCUMOCTHU
OT BO3pacTa cojaepkaina Oenka 55-89 r/cytkm, xupa 40-66 r/cytkm, yrieBomoB 198-304
I/CyTKH, dHEpreTUdecKasl IeHHOCTh cocTaBiisia 1394-2209 kkan/cytku. Jliis OONMBHBIX B
Bo3pacte oT 1 roma mo 10 et 00beM KUIAKOCTH B parmoHe cocTaBisia A0 700 mu/cyTku,
utst marmeHToB ctapie 10 et - 7o 800-1000 mi/cyTKwu.

BonbHbIM cTapuie 1 roga ¢ AMarHOCTUPOBAHHON HEJAOCTATOUHOCTBIO MUTaHus (n=27,
28%) 0a30BbIM pALMOHOM CIIyXKWJa BBIIIEYKAa3aHHAs JMETa C BKIIOYEHUEM JKUIKHUX
CHEIUATM3UPOBAHHBIX BBICOKOKAIIOPUMHBIX BBICOKOOEIKOBBIX CMECEH NJIsi SHTEPATBLHOTO
NUTaHUs, 0OOTAIICHHBIX BUTAMUHAMHU U MUHEpalbHbIMU BemecTBamu: «lleguamryp 1,5»,
«HyTtpunu Oueprus», «Pecypc 2.0 daitbep», «Hytpusn Cranmgapt» B oobeme 200-400
MJI/CYyTKH, B 3aBUCUMOCTH OT Bo3pacTa pebenka (BapuaHTt 2 quethl No5). JleueOnas nuera B
3aBHCHUMOCTH OT Bo3pacta Bkirodana Oenmka 60-112 r/cytku, xkwupa 55-115 r/cytkw,
yraeBonoB  167-400 r/cyTku, »HepreTuyeckas IeHHOCTh cocTtaBimsuia 1403-3083
KKaJI/CyTKH, 4yTO Ob1JI0 B 1,5 pasa Bellie, ueM B Bapuante 1aueTst No5.

bompmmacTBO marmenToB (n = 78, 80%) OXOTHO NpWHUMAIN HA3HAYCHHOE
nedeOHOe MUTaHKE, TPU ITOM AJUIEPTHUECKUX PEAKIMM U TUCTICTICHIECKUX PACCTPOMCTB HE
otmedanochk. Yacte OompHBIX (n = 19, 20%), B ocHOBHOM B Bo3pacte 1-3 ner, m3-3a
TSOKECTH COCTOSTHUSI, PE3KO CHIDKEHHOTO M MW30MpaTeNIbHOTO ammeTHTa, CiadoCTH,
MOBBIIIEHHON YTOMIISIEMOCTH MOJIHOCTBIO HE MOTPEOIIsIa pACCYMTAHHBINA 00BEM MUIIIH.

Jlnist neteit ¢ BpOXKIEHHBIMU MOPOKaMH cepua nociue onepaunu @onrena (n = §), B
TOM 4HCIJI€ 5 OOJIbHBIX C OEJIOK-TEPSIOLIEH SHTEPONaTheld U HEIOCTATOYHOCTBIO MUTAHUS
ObUTa pa3paboTaHa CHENHMATM3UPOBAHHAS BBICOKOOEIKOBas HHU3KOXKHpOBas OeccoseBas
nedyeOHas auMeTa, KOTopas CTpOWJach M3 pacdera MoTpedsieHus Oenka HE MeHee 3 T/KT
Macchl TeJla B CYTKH, Kupa He 6osee 25% oT 001eit SJHEeprolleHHOCTH pallMoHa, PH 3TOM
ObUIM MaKCUMaJIbHO UCKJIFOYEHBI HACBIIICHHBIE KUPHI.

Lenpto mpuUMEHEHHsI AMETHI SIBISUIOCH TOBBIINICHHE YpPOBHSI Oeilka B KpOBU s

NPEeAyNpeXICHNUsS WIM YMEHBbILIEHUS NposBIeHUN sHTeponaTuu. Ha ocHoBe Oa3ucHOi
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quetsl Ne5 B 3aBUCMMOCTM OT HaJIM4YMsS WM OTCYTCTBHMSI KJIMHUKHA SHTEPONATHUU
pa3paloTaHbl 2 BapUaHTa pallMOHOB (BapUaHT A U BapuaHT b).

Bapuant A - neyeOHasi HU3KOKHpOBasi OeccoieBas AueTa Ha3Havyauach OOJIbHBIM 0€3
kwimHuKA bTO. [loMHUMO HaTypallbHBIX MPOAYKTOB, PALlMOH BKIIOYAJ JKMPOBOM MOIYJIb
(«JIuKBHIKEH»), COCTOSILIUN M3 CPEAHELETIOYEHYHBIX TPUTIULEPUAOB. J[aHHBIA BapHaHT
JMETHI COJIEPKall YMEPEHHO TMOBBIIICHHYIO0 KBOTY Oenka (Ha 11-20%), B 3aBUCUMOCTH OT
BO3pacTa, CHWKEHHOE KoaudecTBO xupa (Ha 18-27%). CopepxaHue yrieBoJoB U
PHEepreTUyYecKass LEHHOCTh paluoHa ObUTM ONM3KM K HOpMaM (U3HOJIOTUYECKUX
NOTPEeOHOCTEH.

Bapuant b — BbIcOKOO€NKOBasi HU3KOXHMpOBasi OeccosieBasi JiedeOHasl AueTa C
nobOaBreHneM K OdrogaM M3 HATypajbHBIX  MPOAYKTOB  OTEYECTBEHHOM
CHEIUATM3UPOBAHHON BBICOKOOETKOBON BBICOKOKAIOPUMHOW CMECH Ji JHTEPaTbHOIO
nutanus «Hytpusn Crangapt», comgepxamed 50% CLT. Dtor BapuaHT Ha3zHadascs
naupeHtam ¢ paszBuBlieiics BTD. Bapuant b neueOHON JueThl MpeBbIIAT HOPMY
¢buznonornyeckoro noTpediieHus: 6eaka B 3aBUCUMOCTH OT Bo3pacTa Ha 64-85%, conmeprkan
CHIDKEHHYIO KBOTY »kupa (Ha 30%). KonuuecTtBo yrieBoaoB, sHEpreTuyeckasl LEeHHOCTb
paloHa U MUKPOHYTPUEHTHBIN cocTaB Obuu O61u3ku Kk HOII.

Baxxno otMeruth, uTO0 00a BapuaHTa AMETHl MEPEHOCUIIHNCH YIOBIETBOPHUTEIBHO,
ANIEPTUYECKUX U TUCTICTICHYECKHX SBJICHUN HE OTMEUECHO,

Ouenka 3¢ GeKTHBHOCTH Pa3padoTAHHBIX JeYeOHBIX THeT

[IpumeneHne pa3pabOTaHHBIX pAIMOHOB OOJBHBIM TIEPBOTO TOAA KU3HU C
KapJMOMHOIATUAMHU TO3BOJIMJIO yMEHbIINTH OTKJIOHEeHHs oTr H®II B comepkanun B
pauuone Oenka Ha 28%, xupa — Ha 22%, yrineBonoB — Ha 14%, a Takke MOBBICUTH
AHEPreTUYECKYI0 IIEHHOCTh CYTOYHOTO NMUTaHus Ha 22%. Y MalMeHTOB C BPOXKJICHHBIMU
MOPOKaMHU CEpJilla 3TOr0 K€ BO3pacTa KAIOPUHHOCTh palMoHa yBenuuwmiach Ha 21%,
yMeHbITWHNCh OTKIOHeHHsT oT H®II B comepkanuu Oenka Ha 21%, xupa Ha 19%,
yriieBojioB Ha 21%.

VYCTaHOBNEHO TMOBBIIICHWE COACpPXKAHUS BUTAMUHOB B Juere. Tak, AePUIUT
putamuHa D cHmswmics y nereid ¢ KMII na 31%, a y nereit ¢ BIIC Ha 57%. OtmedeHo
yBeJIMYEHUE cojaepkanus ButamMuHa E Ha 56%, Buramuna A Ha 85%, kansuusa Ha 36%,
marnusa Ha 40%, xene3a Ha 20% B I rpynme, a Bo Il rpynmne — yBenIu4uiaocs coiep:kaHue
ButamuHa E Ha 20%, Butamuna A Ha 72%, kaneiusa Ha 29%, marausa Ha 47%, kene3a Ha
21%.

CpaBHUTENbHAs  OLIEHKAa  XMMHYECKOTO  COCTaBa  pAlMOHOB  JIETeH  C
HEJ0CTaTOYHOCThIO TMUTAHUA CTapllie rojJa MpU MOCTYIUICHMM B KIMHHUKY U 4epe3 6
MECAIIeB OT Hayaya JIMeTOTepanuy nokas3ana 3HaUUTeIbHOE YMEHbIlIeHne feduinra: 0enka

Ha 26%, xxupa Ha 17%, yrineBoaos Ha 30% B rpynme kapaunoMuonataii u Ha 9%, 6enka, Ha
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15% xwupa, Ha 18% yrneBomoB B IpyIIe BPOXKACHHBIX NOPOKOB cepaua. Ilpu stom
HHEepreTUYecKas HEHHOCTh PAaIllMOHOB MOBbICHIACh HA 29% y GonbHbIX U3 | rpynmbl U Ha
11% w3 11 rpynmnst.

[Ipu ouLeHKe MHUKPOHYTPUEHTHOTO COCTaBa IMOJYYaeMbIX OOJBHBIMH JETHMU
Je4eOHbIX  PAlMOHOB  yCTAHOBJIGHO 3HAYUTENIbHOE TOBBIIEHHE B HUX  JOJIU
KUPOPACTBOPUMBIX BUTaMHHOB (ButamuHa D Ha 50% B I rpynne u Ha 59% Bo Il rpymnme,
ButamuHa A Ha 18% B 00eux rpynnax, uramuna E Ha 17% B I rpynmne) u MuHepaibHbIX
BewecTB (kaimpuuss Ha 5% B I rpynne u 20% Bo II rpynne, marnus Ha 11% u 29%
COOTBETCTBEHHO, keie3a Ha 10% B I rpynme).

B nenom B pe3ynbrare KOMIUIEKCHOTO MEIUKAMEHTO3HOTO JICYEHUS U IUETOTEPAUU
y 6ompmmHCTBA AeTeid ¢ XCH oTMedeHo yiydimeHne oOIIero COCTOSHUS, CaMOYyBCTBHS,
anmneTuTa, TPOQUKHM W Typropa TKaHEW, YMEHBIIWIACH YTOMIISIEMOCTb, MOBBICHUIIACH
¢dbusnueckas aktuBHOCTh. [Ipu moBTOpHOM OOcnenoBanuu HII Bctpewamacy B 1,5 pasa
pexe u auarHoctupoBasiack y 44 (29%) nereit npotuB 69 (45%), yBeIUUYUIOCh YUCIO
narueHToB 6e3 nmpusHakoB HIT (35%), p <0,05.

KMII BIIC
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Pucynok 2. M3MeHeHHe CTPYKTYpbl HEJOCTATOYHOCTH MUTAHHS Y OONBHBIX ¢ KapAMOMHONATHAMU H
BPOKICHHBIMU TIOPOKaMH cep/lia Ha (OoHE MPOBOAUMON JUETOTEpaiun

B rpynne KMII HenoctarouHocTh nmUTaHus BbIABIsIach y 25 (57%) nerelt, uto B

1,6 pasza MeHblIe, YeM MPH MEPBUYHOM OOCIEIOBAHUU M MPOTEKaja IIaBHBIM 00pa3oM B
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octpoit hopme (n = 24, 96%), u3 Hux jnerkoii crenenn y 17 (71%) nanmentoB u'y 7 (29%)
- ymepenHo. bonbHbIX ¢ Tspkenoit crenenbto HIT we Obuto (p<0,05). Xponnueckas HII
JIMarHOCTUPOBaHa TOJIbKO y 1 pedbenka (puc. 2).

B rpynme ¢ BIIC vegoctaTouHocTs nutaHust coxpadsiack y 19 (43%) namueHTos,
yTo B 1,5 pasa pexe, yem 70 Hauajga KOMIUIEKCHOTO JiedeHHUs. XapakTepHa Oblia ocTpas
HIT (n=14, 74%), u3 Hux nerkas crernenb Obia y 12 (86%) OonbHBIX, yMEpeHHas - y 2
(14%) nanuentoB, Tsxenas creneHb HII He BoisiBisinace (p<0,05). PacnpocTtpaHeHHOCTh
XPOHUYECKOIN HETOCTATOYHOCTH IMUTAHUS COKpaTHIACh B 2 pasza (n=5, 26%).

[Ipn npoBeaeHUH KOPPENSLUOHHOTO aHAJIM3a YCTAHOBIIEHA MpsMasl CBSA3b MEXIY
TskecThio TeueHuss XCH u HamumeM XpOHUYECKON HEIOCTAaTOYHOCTHU NMUTAHUS y JIeTeH ¢
BIIC (r = 0,4, p =0,00).

Ha ¢one neueOHOM BBICOKOOETKOBON HHU3KOXXHPOBOM OECCONEBON MUETHI C
BKJIIOUCHHEM CIEHUATM3UPOBAHHOW CMECH Ui DHTEPAJbHOTO MUTAaHUA YJAJoCh
KyIUPOBaTh KIMHUYECKHUE MPOSIBICHUS OETOK-TEPAIOIIEH SHTEPOINaTuH, OJHAKO B CBS3U C
TSYKECTBIO COCTOSIHUSI NMAUMEHTOB Tmociie onepauuu DoHTeHAa M KOPOTKUM NEPHOJOM
HaOmoaeHus (6 MecsleB) XpOHUUECKask HEAOCTaATOUHOCTh MTUTAHUS COXPAHSIACh.

[Ipu omenke moxkazaTeneil OeIKOBOro oOMeHa B JNMHAMHUKE (depe3 6 MecsIeB OT
HayaJla JICUYCHHs) HE TMOJY4YEHO 3HAUYMMBIX HW3MeHeHui. VckirodueHne CcocTaBisuiv
MAIMEHThl C OCJIOK-TepSIoNIel JIHTEpOmaTheil, y KOTOpPhIX Ha (OHE HCIOIH30BAHUS
BBICOKOOETTKOBOM HU3KOKUPOBOM OECCOIEBOM JUETHl YAAIOCh JOOUTHCS YIydIlICHUS
nokazateneid OeiakoBoro oOMeHa (KOHIEHTpamus oOmiero Oenka W anbOymMHHA B
CBIBOPOTKE KpOBH JIOCTOBEPHO TMoOBBICHIach ¢ 32 mo 74 r/n u ¢ 14 nmo 37 1/n
COOTBETCTBEHHO, p < 0,05) u KynupoBaTh NPOSBICHUS OEIOK-TEPAIOLIEH SHTEPOIATUH.

Takum o0O0Opa3oMm, KOMIUIEKCHOE JICUCHHE TMAIMEHTOB C KapAUOMHOMATUSIMU H
BPOXKJICHHBIMH  TIOPOKaMH  CEpJlla, OCIOKHCHHBIMA  XPOHUYECKOM  CepJeqyHOU
HEJIOCTaTOYHOCTHIO C BKIIOUEGHHEM pa3pabOTaHHBIX JIEYEOHBIX JIUET, TO3BOJISET
YMEHBIIUTH MPOSBICHUSI XPOHUYECKOW CEpIEYHON HEAOCTATOYHOCTH U CKOPPEKTUPOBATH
U HOPMaJIu30BaThb HYTPUTHUBHBIM CTaTyC HauueHTOB. [loMydeHHBI HaMU KIMHUYECKUN
OMBIT TO3BOJIUI pa3paboTaTh aIrOpPUTMbI MO OILIEHKE HYTPUTHBHOTO CTaryca WU €ro

KOPPEKIUH Y JeTel pa3inyHOro Bo3pacta (puc. 3, 4, 5).

BbIBO/IbI
1. HegocTtaTo4HOCTh, TMHUTAaHUA Yy JETeH C KapJUOMHONATUSAMH M BPOXKICHHBIMHU
MOPOKaMHU Cep/illa, OCIOKHEHHBIMU XPOHHUYECKON CepACYHOM HEIOCTAaTOYHOCTHIO,
MMEET BBICOKYIO YacTOTy BCTpedaeMocTH (45%) u ¢dopmupyercs yKe Ha MepBOM

roJly >KM3HU B BUJIE OCTpOU HeocTaTouHOCTU nuTanus (77%).
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Tsbkenass cTeneHb OCTPOW HENOCTATOYHOCTH MHUTAHMS XApAaKTEpHA I JETEe C
munataiimoHHbIM peHoturom KMIT (p<0,05), y O0JBbHBIX ¢ TUMEPTPOPHUUECKUM U
pectpuktuBHbIM eHoTunamu KMII HerocTaTrouHOCTh MUTAHUS MEHEE BhIpaKEeHA U
npossisercs suerkon (p<0,05) u ymepennoit octport HII (p<0,05). Xponuueckas
dbopMa HEAOCTATOUYHOCTH TMUTAHUS TMpHUCYIIa JETSIM CTapliero Bo3pacTa ¢
BpOXKACHHBIMU TTOpokamu cepana (p<0,05). ¥ manuenTo ¢ BIIC nocne onepamum
®donTena npeobnagaeT xpoHuueckas popma HegocraTouHocty nutanus (p<0,05).

Y OOJBHBIX C XPOHUYECKOW CepAEeYHOW HEAOCTATOYHOCTHIO  IOKAa3aTelH,
XapaKTepu3yoImue OeNKoBbIi 00MeH (oOmuii Oenok, anbOyMuH, MpeanbOyMuH,
Tpancheppun, comaromeauH-C) HE BBIXOIAT 3a IPaHUIBI peEPEHCHBIX 3HAYCHUI.
3HauMMble HM3MEHEHHS OTMEUYAIOTCS TOJIBKO Yy TAIMEHTOB C BPOXKIACHHBIMU
nopokamu cepAma mnocie omnepanuun dOoHTeHa B BuAe CHIKEHMs oOmiero Oenka u
anpOyMHHa, 9TO 00yCIIOBIEHO OeNIoK-Tepsroiei saTeponaTuci (p<0,05).

Panmonbl muTaHus OONBHBIX C XPOHHYECKOM CEepJAEYHON HEeIOCTaTOYHOCTHIO
HE3aBUCUMO OT BO3pacTa XapaKTepU3yIOTCs HEJOCTATOUHBIM MTOTPEOICHUEM OEIIKOB,
KUPOB, YIJIEBOJAOB U HHEPrUH, XKUPOpacTBOpUMbIX BuTamMuHOB (A, D, E) u
MUKPORJIEMEHTOB (KaJbIUii, MarHUM, KeJe30).

[IpumeHeHue CHenManTu3upPOBAHHBIX BBICOKOKAJIOPHUUHBIX U BBICOKOOETKOBBIX
MPOYKTOB SHTEPATHHOTO MUTAHUS B KOMIUIEKCHOM JICYCHUH JACTEH ¢ XPOHHUECKOU
CEpACYHON HEAOCTATOYHOCTHIO TO3BOJISIET KYMUPOBATh WM CHU3UTH MPOSBICHUS
HEJIOCTATOYHOCTH IMUTAHUSI.

Jns pereil ¢ BpOXACHHBIMU IOpPOKaMHM ceplua mnocie onepaiun PoHTeHa
CHelMaTu3upoBaHHas  (BBICOKOOETKOBash HHU3KOXKHpoBas OecconeBasi) auera
ABJIACTCS JKM3HEHHO HEOOXOIWMBIM METOJAOM MNPOPUIAKTUKA ¢ KOPPEKIHH
AJIEKTPOJUTHBIX M OETKOBBIX HAPYIICHUW TPHU OENOK-TEPSIONICH PHTEPONaTHH H
JIOJKHA HAa3HA4YaThCsl cpa3y Moclie Oneparyi.

Onenka 3¢ (eKTUBHOCTH JIeYeOHOTO MUTAHMS JOJKHA MPOBOAMTHCSA PETYJISIPHO Ha
OCHOBAaHWUW JIMHAMHUKU AHTPOIIOMETPUYECKMX TOKa3aTelel, YTO IO3BOJIUT
YMEHBIIUTh W/WIM YCTPAHUTh TSDKETYKD W YMEPEHHYI0 CTENeHH OCTPOU

HEAOCTAaTOYHOCTH ITUTAHU.

IIpakTHYecKkue peKoOMeHIAuun
BceM 60abHBIM € XpOHHUYECKON CepACUHON HETOCTAaTOYHOCTHIO, OCOOEHHO MEPBOT0O
roja >kKM3HH, TpeOyeTcs KOHCYJbTalUs AUETOJIOra, OLEHKa HYyTPUTUBHOIO CTaTyca,
aHanu3 (PaKTUYECKOro MUTaHUsA (C pacueToM XHMMHMUYECKOrO COCTaBa pallioHa) U

MIPOBE/ICHUE CBOEBPEMEHHOM €r0 KOPPEKLIUU.
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AHanu3 aHTPONMOMETPUYECKUX NaHHBIX y naereid ¢ XCH HeoO6xoauMo MpoOBOAWTH
peryssipHo (1 pa3 B Mecslil) ¢ onpeaencHUEeM aHTPONOMETPUYECKUX HUHICKCOB (Z-
scores), ucnonb3ys cranaapTsl BO3 u nporpammel WHOAnNthro, WHOAnthroplus.
Jlia onpenenenuss GopMbl U CTENEHM HEJOCTATOYHOCTH NMUTAHUS LEIECO00Pa3HO
UCIOJIb30BaTh Kiaccudukanuo BO3 u unmekce Z-scores.

VY naumentoB ¢ BIIC nocne onepannn @oHTEHA 711 CBOEBPEMEHHOM THATHOCTUKHU
OeNoK-TepsIoIel SHTEPONaTUN KaK NPU MOCTYIUIEHUU B KIIMHUKY, TaK U B MPOLIECCE
NPOBEJCHHUSI HYTPUTHUBHOW TOJACPKKU JIOJDKHBI  OLIGHHMBAThCA IOKa3aTellu,
XapaKTepu3yomue OeNKoBbIi 00MeH (oOmuii Oenok, anbOyMuH, MpeanbOyMUH,
comaromenun-C, Tpancepput, C-peakTUBHBIN OENIOK).

JleueOHOE MUTaHUE MALMEHTaM MEPBOTO Ir0/ia JKU3HU C HEJJOCTATOYHOCTHIO MTUTAHUS
HEO0OXOIMMO OPTraHM30BBIBATh C MAKCUMAJILHO BO3MOXHBIM COXPAHEHUEM TPYAHOTO
MoOJIOKa B pauuoHe. Ilpu HCKyCCTBEHHOM BCKapMIIMBAHUHU 1I€JIECOO0pa3HO
UCIIOJIb30BAaHUE BBICOKOKAJIOPUMHBIX BBICOKOOEIKOBBIX IMPOAYKTOB 3HTEPAIbHOTO
nutanus. IlokasaHo paHHee BBelneHue Mpukopma (¢ 4-Xx MecslEeB) C ULEIbIO
MOBBIIIEHUS SHEPTOLEHHOCTH PallMOHA.

BonpHBIM ¢ BPOXIACHHBIMH MOPOKAMHU CEP/LIA, MEPEHECIINM OTEPAIUIO 10 METOAY
@doHTeHa, cHenuaInu3upoBaHHas (BBICOKOOETKOBas HHU3KOXKHUPOBas OeccosieBasi)
JMeTa J0JKHA Ha3HAuyaThCsl YK€ B pPaHHEM IIOCIICONEPAllMOHHOM IMepuoAe s

PO UIAKTHKN OEIOK-TEPSIONIEH YSHTEPOTIATHH.
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Cnucok coxkpaeHuii, HCNOJIb3yeMbIX B padoTe

bTO
BIIC
KMII
HII
XCH

OeNoK-TepsIoNas YHTEPONaTHs
BPOJKJCHHBIE TIOPOKH CEP/IIia
KapAMOMHUOIIATHI
HEJO0CTATOYHOCTh TUTAHUS

XpoHHNYCCKaA cepaAcHdHass HCAOCTATOYHOCTb
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® HCCIIeJIOBaHNE CEPACTYHOCOCYANCTON CUCTEMBI C BepruUKaIueil ruarunosa
¢ onpenenenne ctanuu XCH, MakcUManbHOTO CyTOYHOTO 00BEMA KUIKOCTH
® OIIEHKAa HyTPUTHBHOTO CTaTyca ¢ ycTaHoBIeHHeM (popmbl u ctenieran HIT

® OIICHKA (DAKTUYECKOTO MUTAHUS C PACYCTOM XUMHUECKOTO COCTaBa parjoHa

A 4

Henocrato4HocTh MUTAHHS
(octpas hopma, xpoHudeckas Gopma)

v
[ Jlerkas creneHn* ] [ YMepeHHas cTerneHp ™ ] [ Tsoxenas crernenp™ ]
v v v
I'pymaoe momoxo (70 — 50%) I'pynuoe momoxo (30%) I'pymaoe momoko (10 —20%)
+ cmech «Uudpatpuam» (30 — 50%) + cmech «Mudatpuan» (70%) + cmech «MHdatpurn» (90 — 80%)

+ paHHee BBEJIEHUE MTPOTYKTOB IMPUKOPMA

R

[ D ] * Ha MCKYCCTBEHHOM BCKaPMIIMBAHMH PEOEHOK

Haznauenue nuranust Ha paKTHUIECKYIO Maccy Tena TIO/HOCTEO TIEPEBOTHTCA Ha CMECh

«WHdaTpuHm» npu 11060# Gopme U cTeneHn

\ 4

e Oenku He MeHee 2,5 — 3 1/Kr/cyTKH e Oenku He MeHee 3,0 — 3,5 r/kr/cyTku e Oenku He MeHee 3 — 4 r/Kr/cyTKu

® XXHpBI HE MEHee 6,5 I/Kr/CyTKH ® JXUPBI HE MeHee 0,5 I/Kr/cyTKH ® JXUPBI HE MeHee 6,5 I/Kr/cyTKku

® yriueBoJsl He MeHee 15 r/Kr/cyTku ® YIIeBobl He MeHee 15 1/Kr/cyTku ® yIieBoAbl He MeHee 15 I/Kr/cyTku

® BHEpreTHyeckas eHHOCTh A0 120 e 3HepreTuyeckas ieHHocTh 10 130 ® 3HEpreTudeckas HeHHOCTh 10 140
KKaJI/KI/CyTKH KKaJI/KI/CyTKH KKaJI/KT/CyTKH

PucyHok 3. AJIrOpuT™M OLIEHKH HYTPUTHUBHOTO CTAaTyCa U €ro KOPPEeKUUHU y AeTeil 1 roaa »KM3HU ¢ XPOHUYECKON CEPAECYHOM
HEJI0CTaTOYHOCTBIO
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® JiCCIIeZIOBaHUE CEPACTHOCOCYANCTON CUCTEMBI C BepruUKaneil Tnaraosa
¢ onpenenenne ctanuu XCH, MakCHMaIbHOTO CyTOYHOTO 00BEMA KUIKOCTH
® OIIEHKa HyTPUTHBHOTO CTaTyca ¢ ycTaHoBIeHHeM (hopMmbl u cterrenn HIT

OIICHKA (DAKTUYECKOTO MUTAHUS C PACYCTOM XUMHUYECKOTO COCTaBa parioHa

HenocratouHocTh nUTaHUS
(octpas popma, xpoHndeckas popma)

ST e ]

A

/ MoaudpuuupoBannas nuera Ne S (Bapuanr 1) \ A

® OrpaHM4EHHUE CONM JI0 | T/CyTKH MoaupuuupoBannas auera Ne 5 (Bapuanr 2)
® OrpaHMYeHHE NOTPeOISIEMON KUIKOCTH Ha 1/3 ot e orpaHmueHHe cou 10 1 r/cyTKu

Bo3pacTHOU HOpMEI (1-10 et ot 600 1o 800 Mi/cyTKH;
crapure 10 xer ot 800 mo 1000 mi/cyTkm)

® BKJIFOUEHHE BBICOKOOETKOBBIX, BHICOKOKAJIOPUMHBIX CMecer
IUTSL BHTEPATBHOTO MTUTAHUS

e orpaHHycHue MoTpedseMol XuaAKocTH Ha 1/3 ot
Bo3pacTHO# HOpMEI (1-10 stet ot 600 m0 800 Mi/cyTKu;
crapme 10 net ot 800 mo 1000 mi/cyTKn)

- J

T

KonTponp anTponiomeTpruieckux nokaszaresneit 1 pa3
B MECSI] M KOPPEKIIXS TUTaHUS

PucyHok 4. AITOpUTM OLIEHKH HYTPUTUBHOT'O CTaTyca U €ro KOPPEKIUU y JIeTel cTapie | roja *Ku3Hu ¢ XpOHUYECKOU
CepJICYHON HEAOCTATOYHOCTHIO
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e VicCleIOBaHUE CEPACYHOCOCYMCTON CHCTEMBI ¢ BepuUKaIiel 1narnosa

e onpeaenenne craaud XCH, MaKCHMaIbHOTO CYTOYHOTO 00BhEMA KUAKOCTH

® OIICHKA aHTPOITOMETPHUISCKUX M OMOXMMHYECKHUX ITOKazareleii(o0muit 0eoxK,
anp0yMuH, TIpeanbOyMHH)

® OllcHKA (DAKTUYECKOTO TIUTAHHS C PACUETOM XUMHYECKOTO COCTaBa PallMoHa

A 4

HenocraTtounocTs nuTaHus
(octpas hopma, xpoHudeckas hopma)

[ ecrp ] [ " wer ]
v :

/HI/[?.RO)KI/IPOBaH 0eccoJieBasi BBICOKOOEIKOBAasi IMeTa € HeJIbI0 NPOPUIAKTHKY U KyTHPOBAHUSA \
0eJIOK-TepsIolel JHTepPONnaTHH:
e Oenku He MeHee 3 — 5 I/KI/CyTKu
e >xHpbl He Oosiee 25% oT 00111l SHEeProlEeHHOCTH palnoHa
® BKIIIOUEHUE CIIECIIMATN3UPOBAHHBIX BEICOKOOEIKOBBIX, BEICOKOKaOpuiHbIX cmecei ¢ CLT (Hytpusu
Cranmapt) u/wim crielMalIbHBIX JKUPOBBIX MoayieH, conepxamux CL[T ne menee 50% (JIukBumxeH)

N /

A 4

KonTpone anTponiomeTprudeckux nokasareneit 1 pas
B MECSI] M KOPPEKLYS TUTAHUS

Pucynok 5. IlpuHUuMIbI cocTaBieHus Ie4eOHOU JUETHI PU OEIOK-TepsIollel SHTeponaTuu nocie onepanuu Goxnrena



