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CIIACOK UCHOJIb3YEMbBIX COKPAIIIEHUI
- ATPUOBEHTPUKYJISIPHBIA KaHAI
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- IUJIaTalMOHHAsA KapAUOMUONIATHUS
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- neeKT MEXOKEITYJ0UKOBON EPErOPOIKU
- IBOMHOE OTXO0XJIEHUE COCYAOB OT MPABOIr0 KETYI0UKA
- €IUHBIN KEIYJ0UYEK cepana
- 3aJIepKKa BHYTPUYTPOOHOTO pa3BUTHS
- 3aIHAS1 CTEHKA JICBOTO KETYI0YKa
- KOAPKTaUs a0OpPThI
- KapAMOMHUOTIATUS
- KOHEYHO-IUACTOJINYECKUN Pa3MEP JIEBOTO KETYIOUKA
- KOHEYHBIN JUACTOJIMUECKUN 00BEM JIEBOTO JKEIyI0uKa
- KOHEYHO-CUCTOJIUMYECKUN pa3MeEP JIEBOTO KETYT0UKA
- KOHEYHBIN CUCTOJIMUECKUN 00BEM JIEBOTO JKEIyI0YKa
- JIETOYHAas apTepust
- JIEBBIM KEIYJ0UYEK
- MEXOKENYA0YKOBAsI IIEPETOPOJIKA
- HEJIOCTaTOYHOCTh KPOBOOOPAIIICHUS
- HCKOMIIAKTHAsl KapIUOMHUOIIATHUS

- HCAOCTATOYHOCTb MUTPAJIbBHOT'O KJIaIldHa



HII - HEJOCTATOYHOCTh ITUTAHUSA

HPC - HapyllIEeHUEe pUTMa cepaLa

HC - HyTPUTUBHBIN CTaTyC

HTK - HEJOCTATOYHOCTh TPUKYCIIUAAJIBHOIO KJlanaHa

OAII - OTKPBITBIN apTEPUAIIBHBIN IIPOTOK

OAC - 00MmIMii apTepralIbHBIN CTBOJ

OCCH - O011eCTBO CIEIUATUCTOB M0 CEPACYHON HETOCTATOUYHOCTH

PAAC - PEHUH-aHTHOTEH3UH-aJIbJOCTEPOHOBAs CUCTEMA

PKMII - PECTPUKTUBHAS KapAUOMHUONIATHS

CAC - CUMIIaTO-a/Ip€HAJIOBAs CUCTEMA

CIJIC - CUHAPOM THUIIOIUIa3HH JIEBBIX OTAEJIOB CepaLa

CJIA - CTEHO3 JIETOYHOMN apTepuu

CCC - CEpAEYHO-COCYAUCTAas CUCTEMA

TAIJIB - TOTAJIbHBIN aHOMAaJIbHBIN JIPEHAX JIETOYHBIX BEH

T™™C - TPAHCTO3ULHSI MAarUCTPAIBHBIX COCY/IOB

TO - Tetpaga Pamno

XCH - XpOHUYECKAsI CEPICUHAS] HEAOCTATOUYHOCTD

OK - QYHKIIMOHANIbHBIN KJ1acC

OKK - DKCTpaKapAnuaJbHbIi KOHIYUT

AHA - AMepHuKaHCKas accouanus cepana

ASPEN - AMepuKkaHCcKoe 00IIeCTBO MapeHTEPAIHHOTO U SHTEPATBLHOTO
MIATaHUS

EOK - EBpomneiickoe o011ecTBO KapAHOI0roB

NYHA - Hbm-ﬁopKCKaﬂ Acconmanus cepana

Z-score - OTKJIOHEHHUE 3HAYCHUI UHANBU1YaJIbHOIO MOKA3aTEIsl OT CPEHETO

3HAUYCHUA IJIA HaHHOﬁ MMOoNyJIluu, JCJICHHOC Ha CTAHAAPTHOC

OTKJIOHCHHC CPCOAHCTO 3HAYCHUA



BBEJAEHHUE

[ToHOIIEHHOE TIMTaHHE COCTABISET OCHOBY HOPMAaJbHOM KU3HEIAEATECIbHOCTH
OopraHu3Ma JIETe U B3pPOCIBIX, CIIOCOOCTBYET MPODHUIAKTUKE aTUMEHTAPHO-3aBUCUMBIX
1 MH(EKIMOHHBIX 3a00J1€BaHMi, 00yCIaBIUBAET BO3MOXKHOCTD aJICKBAaTHO MEPEHOCUTH
(bu3nYecKre U NMCUXO0IMOIMOHAIBHBIC HArpy3Ku. HyTpUEeHTHI, MOCTyMAONINE C MUIIEH
aKTUBHO BJIMSIOT Ha METa0OJM3M, COCTOSIHUE HMMMYHOOHOJIOTHYECKOM 3alllUThI,
(GyHKUIMOHUPOBAHHUE BCEX OPTaHOB U CUCTEM OpraHu3ma pedenka [5, 10, 11, 97].

Oco0yro akTyallbHOCTh HefaocTtarouHocTh nutanus (HII) mnpuoOperaer y
OOJIbHBIX C XPOHMYECKOW MATOJIOTHMEH, TaK KaK MPU ITOM 3HAYUTENIBHO YXYAIIAeTCS
MIPOTHO3 OCHOBHOTO 3a00JIeBaHMs, YJJIMHACTCS Tiepuoja mpeObiBaHus peOCHKa B
CTallMOHape, CHUYKAETCSA KauyeCTBO €ro >KU3HU M ceMbu B 1enom [3, 12, 15, 33, 36, 37,
67, 154].

B nocnennue roapl HabMOAAETCS TEHACHIUS K POCTY YHMCIa JeTel, CTpalaroIInx
pa3IuYHbIMUA (pOpMaMU TATOJIOTUU CEPJIlla, OCIOKHEHHON XPOHUUYECKON CepaedHOM
HenoctaTouHocThio (XCH), uro TpebyeT yHudHUKaUU MOAXO0A0B K €€ JUArHOCTUKE U
neyenuto. XCH B JeTCKOM BO3pacTe pa3BUBACTCSA MPEUMYIIECTBO IMPHU BPOKICHHBIX
nmopokax cepamna (BIIC) u xapamomumonatusx (KMII), koropeie, HecMOTps Ha
HEBBICOKYIO  paclpOCTPAaHEHHOCTb, SIBJSIIOTCS  OAHOM M3  TJIABHBIX  MPUYUH
VMHBAJIUIW3alUM U CMEPTHOCTH B IETCKOM Bo3pacte [69, 87, 102, 114].

OnHoOlt M3 OCHOBHBIX HEPEIICHHBIX MpoOjeM B JieueHun OoyibHBIX ¢ XCH
SBJISIETCS. OpraHW3allMs CBOEBPEMEHHOW KOPPEKIMU HEJOCTATOYHOCTH IUTAHMUS,
KOTOpPOM OTBOJIMTCSI BAXKHOE MECTO B KOMILUIEKCHOU Tepanuu [53, 61, 115].

HNedurnut maccel Tena u pocta y aereir ¢ XCH 00ycinoBieH MOBBIIIEHHBIMU
MeTa00IMYECKUMH TOTPEOHOCTIMU, HEJJOCTATOUHBIM MOCTYIUICHUEM O€JIKa U YHEPTHH C
MUIIEH, HAPYIICHUSIMHU TTPOIIECCOB NIEPEBApUBAHUS U BCACHIBAHMS, U HEPEJIKO OCTACTCS
HE3aMEUEHHBIM JI0 Pa3BUTHS BBIPAXXEHHBIX HapylieHUH HyTpuTuBHOro crtaryca (HC)
[52, 61, 95, 100].

HenocratouHocTh mMuUTaHUs y JI€TeH pa3BUBACTCS IOCTENEHHO M CTAHOBUTCSA

BPIIIPIMOﬁ IIpU TOJIBKO BBICOKHX KJIACCAX XpOHPI‘{€CKOI>'I cepﬂequﬁ HEAO0CTAaTOYHOCTHU



[53]. IIpm 3acToifHON cepAedYHON HEIOCTATOYHOCTH OCTPO BO3HHMKAET MpolieMa
BOCIIOJIHEHUS DHEPreTUYECKUX IMOTeph Ha (OHE OrpaHUYECHHs] CYTOYHOTO oObema
norpebnsiemort xkuakoctd. Y OonbHbix XCH III-IV ®K npoucxoaut BbipakeHHas
CTPYKTYpHasi MepecTpoiKa CIM3UCTON O0OOJOUYKM TOHKOM KHILIKH, MPOSABISIONIASACS B
MOBBIIIEHHOM OTJOKEHUM B HEH KoJIlareHa, a Takke aTrpopuedl BOPCHUHOK, 4YTO
OpUBOAUT K  MOp(}O-GYHKUMOHATBHBIM  HApyILICHUSM,  COMPOBOKIAIOIIMMCS
CHUKEHHEM BCACBIBAHUS MAKPO- U MUKPOHYTPUEHTOB [25].

B cBs3u ¢ 3TUM TOpUMEHEHUE CHEIUAIU3UPOBAHHBIX COAIAHCUPOBAHHBIX
BBICOKOPHEPIe€TUUYECKUX BBICOKOOENIKOBBIX CMECEH HJii DHTEPAJbHOIO MUTAHUS,
KOTOpble B MaloM o00beMe cojaepxk aT TpedyeMoe peOEHKY KOJIMYECTBO IHIIEBBIX
BEIIECTB U DHEPrUU, 3HAUUTEIHHO MOBBIMIACT (PYHKIMOHAIbHYIO aKTUBHOCTh OPraHOB
MUIIEBAPCHUS U yIIydllIaeT MeTabonnueckue nporeccs [93, 108, 111].

BaxxubIM HampaBieHHMEM HYTPUTUBHOW MOJAEPKKH SBJISETCS oOOecredyeHue
HHEPreTUYECKUX U IUIACTHUECKUX MOTPEOHOCTE opraHu3Ma, MOAJACpKAHUE AKTUBHOU
OeJIKOBOM Macchl, BOCCTAHOBJIEHHE MAcCChl Tella, KOPPEKIHS TUIepMeTab0IMYeCKUX
(kaTabOMMYECKUX) pacCTPOMCTB, NOBBIIIEHHWE S(OPEKTUBHOCTH MEIUKAMEHTO3HOTO
JICYEHUsI, YMEHBIIECHUE YHNCIA OCIO0XHEHUW, W KAK CIEICTBHE, CHUKEHHE YPOBHS
MHBAJINIM3ALMH, YIy4YIllIEHHE Ka4yeCTBa )KU3HHU JieTeit [156].

B nmocnenHue roabl  ONPEAENEHHOE BHUMAHHME YNENAETCS JHArHOCTHKE
HYTPUTUBHON HEJOCTATOYHOCTH Yy B3pocibiXx nauueHtoB ¢ XCH, y xupyprudyeckux
OOJIBHBIX PA3JIMYHOTO BO3pAacTa B JI0- M MOCJIEONEPAIMOHHOM NEPHOJAX, C 0XKOTOBOU
00Je3HbI0, HMH(PEKIMOHHOM TMAaTOJIOTHEH, OJHAKO, MPAKTUYECKH OTCYTCTBYIOT
MCCIIEIOBAHHUSI, MIOCBSIIEHHBIE KOMIUIEKCHON OLIEHKE HYTPUTHUBHOTO CTaTyca y JETEH ¢
KapIHUOMHOIIATHAMUA U BPOXIEHHBIMHU IOpPOKaMH cepana, ociaoxkHeHHbiMu XCH nu
METOJaM JTUETUYECKON KOPPEKINHU MPU €ro HapymeHusx [52, 53, 61,140].

Takum o6pazoMm, getu, ctpanaroniue XCH, pa3BuBIieiics BCIEICTBHE TaKHUX
TSDKEBIX 3a00J€BaHMN KaK KapJUOMHUONATHM W BPOXKACHHBbIE TOPOKU CepJla,
HYKJIal0TCsl B pa3paboTKe KOMIUIEKCHOTO JIEUEHHUs, BKJIoYas aAuetorepanuto. Hecmorps
Ha TO, 4To jedyeOHoe muTaHue y OonpHbIX ¢ XCH paccmarpuBaercs, Kak BakHas

COCTAaBJIArOIIaA KOMIIJICKCHOM TCparny, ImoKa Cmec OTCYTCTBYIOT YCTKHUC PCKOMCHAAIIUU



M0 TMPOBEICHUI0 HYTPUTHUBHOW MOAACPKKA M €€ MOHUTOPUHTY Y JI€TeM C JaHHOU
naroyiorueid. YuuTeiBas yBeiaudeHue uyuciaa OonbHbIX ¢ XCH, coBpeMeHHBIC
BO3MOXKHOCTH JUArHOCTUKM HYTPUTHUBHOM HEJOCTATOYHOCTU M €€ JUETUYECKOU
KOPPEKIHUHM TPEACTaBISAETCS BeChbMa aKTyalbHBIM IPOBEIACHUE HCCIECIOBAHUN B 3TOM
HaIpaBJICHUH.

eab uccaenoBanusi:

VY CTaHOBUTH YaCTOTY BCTPEUYAEMOCTH M CTPYKTYPY HEIOCTATOYHOCTH MUTAHUS Y
JIeTed C KapJUOMHUONATUSIMH M BPOXKIECHHBIMU IOPOKAMU CEpld, OCJIOKHEHHBIMU
XpPOHUYECKON  cepAedYHOM  HEeJAOCTaTOYHOCThIO, U  pa3paboTaTb METOABl €€
JTUETOJIOTUYECKOU KOPPEKITUH.

3amaum ucciae10BaAHNSA:

1. TlpoBecTH KOMILIEKCHYIO OIIEHKY HYTPUTHBHOI'O CTaTyca OOJBHBIX Pa3IUYHOIO
BO3pacTa C KapAUOMHUONATHUAMH U BPOXKJICHHBIMH TIOPOKaMHU  Cep/la,
OCJIO)KHEHHBIMU XPOHUYECKON Cep/IeUHON HEJOCTATOUHOCTHIO.

2. OmpenenuTh  4YacTOTYy  BCTPEYaeMOCTH, (OpPMBI M CTENEHb  TKECTH
HEJIOCTATOYHOCTU MHUTAHUSA B 3aBUCUMOCTH OT (PeHOTHIA KapJIMOMHOIIATHH U
CTPYKTYpbl BPOXKJCHHBIX IOPOKOB CEpJilla, B TOM YHCJIE€ OCIOKHEHHBIX
BTOPUYHOM OENOK-TEPSIIOLIEH IHTepOnaTUEN.

3. OueHuTh XapakTep MUTAHHS, YPOBHU MOTPEOICHUS MAKPO- U MUKPOHYTPUEHTOB
JETHMU PA3IMYHOTO BO3pACTa C YKa3aHHBIMU (hopMaMu NaTOJOTUU CepAlla.

4. O6ocHOBaTh W pazpaboTaTh AuddEpEeHIIUPOBAaHHBIE MO BO3PACTy JeUeOHBIC
JMETHI C BKIIFOUYEHUEM CIIEIUAIU3UPOBAHHBIX CMECEH PHTEPATIbHOTO TUTAHUS IS
KOPPEKIIMM HEJOCTATOYHOCTH TMHUTAaHUS y JAeTed ¢ KapAUOMHUOMATHSIMH U
BPOXXJICHHBIMU TOPOKaMH CepJIla, OCJIOKHEHHBIMH XPOHHYECKOW CepeuHOM
HEJI0OCTATOYHOCTHIO.

5. Ouenutb 3(pPEeKTUBHOCTH JIEUEOHBIX JHET B COCTABE KOMIUIEKCHOTO JICYEHUS
neTed ¢ HEJOCTaTOYHOCTbIO  THUTAaHMS M XPOHUYECKOW  cepaedyHoi

HCIOCTAaTOYHOCTLIO IIPpH YKaSaHHOﬁ I1aTOJIOTUH.



Hayuynast HOBU3HA:

BriepBeie y nmereit ¢ KapaUOMHONATHSIMHU U BPOXKISCHHBIMUA TOPOKAMH Cep/lia,
OCTIO)KHEHHBIMH ~ XPOHHUYECKOW  CEpACYHOM  HEJOCTaTOYHOCTHIO,  IpOBEAcHA
KOMIUTEKCHAsI OIICHKa HYTPUTHBHOTO cTaryca, BKJTIOYABIIIAS aHaIIN3
AHTPOTIOMETPUYECKUX HMHACKCOB, OWOXMMHYECKUX TIOKazaTeleld U (PaKTHIEeCKOTro
nuTanus. [lomydeHbl NTaHHbIE O PACIPOCTPAHCHHOCTH W XapaKTepe HEIOCTaTOUHOCTH
MUTAHUS Y 3TON KaTerOpuu OOTBHBIX.

OmnpeneneHbl 0COOEHHOCTH MUIIEBOTO CTaTyca OOJBHBIX JETEH ¢ BPOKICHHBIMU
MOpPOKaMH CepJilla, OCIOXKHEHHBIMH OCIIOK-TEePSIONIEH YHTEPONaTHEe MOCe Omepauu
@®oHTeHa. YCTaHOBIIEHO, YTO OOJIBITMHCTBO OOJNBHBIX HWMEIOT XPOHHYECKYIO
HEJOCTAaTOYHOCTh THTAaHHS, COMPOBOXKMAIOIIYIOCS HapyIIeHHEeM OENKOBOTO cTaTryca
KPOBH.

Brnepsbie ycranoBineHo, uyto y OonbHbix ¢ XCH, comnpoBoxaatomencs
HEJOCTATOYHOCTHIO THTaHUS TPH COXPAHCHHON OENOK-CHHTE3UpYIomed (QyHKIHH
MeYEHH, MOKa3aTeNId, XapaKTepU3ylomue OeIKoBbIli 0OMeH (o0muii 0enoK, anbOyMuH,
npeanbOymuH, comatomenuH-C, tpancheppuH, C-peakTUBHBIA OEJNOK) HE OTpakaroT
CTETICHb HEIOCTATOYHOCTH TMUTAHUSA M HE MOTYT SIBISITHCS MapKepamMH OIICHKH HUX
HYTPUTHBHOTO CTaTyca.

Y CTaHOBJIEHO, YTO Yy MAIUEHTOB CO CIOXXHBIMH BPOXKIEHHBIMH ITOPOKAMH CEepIia
nocne omnepanuu  DOHTEHA, OCIOXKHEHHOW  OENOK-TepsIolieil  SHTepomnaTuei,
nokasarenu OenakoBoro obmeHa (oOmmii Oenok, aJlbOyMHH) SIBISIOTCS MapKepamu
TSOKECTH COCTOSIHUSI M CTETICHW HEJIOCTATOYHOCTH NMHUTAHHUS U JIOJDKHBI OICHUBATHCS
KaK MMPH MOCTYIJICHUH B KIIMHUKY, TAK W MIPOBEICHUN HYTPUTUBHOMN IO ACPKKH.

Briepseie y mammentoB ¢ XCH mpoBeneH aHann3 (pakTHUECKOTO MHTAaHUS C
WCTIONIb30BaHUEM KOMITbIOTepHOU mporpaMmbl «1C ITutanuey, MO3BOJISIONICH OICHUTH
Makpo- ¥ MHUKPOHYTPHUEHTHBI COCTaB pallioHa. Y CTAHOBJICH BBIPKEHHBIA JIEHUITUT
OCHOBHBIX THINEBBHIX BEIIECTB M OJHEPrUU, BUTAMHUHOB M MHUHEPATBHBIX BEIIECTB,
MPUBOSIINN K PA3BUTHIO HEJJOCTATOYHOCTH MTUTAHMS.

BriepBeie 000OCHOBaHBI M pa3paOOTaHBl JiedeOHBIC PAIMOHBI C BKIIOYCHHUEM

CIICIHUATINU3UPOBAHHBIX BBICOKOK&HOpHﬁHBIX BBICOKOOEJIKOBBIX CMeceH AJI KOPPEKIU
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HEJIOCTAaTOYHOCTU MHUTAHHUS U OLEHEHa HX 3(P(PEKTUBHOCTh B KOMIUIEKCHON Tepamuu
XCH.

IIpakTHyeckas 3HAYUMOCTD:

OneHka aHTPOIIOMETPUYECKUX TOKAa3aTeIeN y JETEN C XPOHUUECKON CEpACUYHON
HEJIOCTATOYHOCTBIO SIBJISIETCS BAXKHBIM MHCTPYMEHTOM AUArHOCTUKH HETOCTaTOYHOCTHU
MUTaHUS U aHanKu3a 3P (HEKTUBHOCTH €€ KOPPEKIIHH.

KommuiekcHas OLICHKA  HYTPUTUBHOTO cratyca € OIIpEICIICHUEM
AHTPONOMETPUUYECKUX HHIEKCOB (Z-scores) TMO3BOJISIET CBOEBPEMEHHO BBISABISATH
HapylIeHUsl MUTaHHWS y MAMEHTOB C JUJIATAMOHHOW KapJIHMOMHONATHEN C PAHHUM
nebroToM 3a0osieBaHUs Wy OOJNBHBIX C BpPOXACHHBIMM TIOPOKaMH  Cepjua,
OCJIO)KHEHHBIMU ~ O€JIOK-TEPSIIOIIEH HIHTEpOonaTuei, 4YTO JaeT BO3MOXKHOCTh PaHO
Ha3Ha4yaTh aJIcKBaTHYIO HYTPUTUBHYIO MOAAEPKKY.

VYCTaHOBIIEHO, YTO y MAlMEHTOB C KapAUOMHUONATUAMHU U BPOKIECHHBIMU
IIOPOKaMHU CEpJla, OCI0)KHEHHBIMU XPOHUYECKOM CEpACYHON HENOCTATOYHOCTBIO, HE
yOENAeTCsl JOJDKHOIO BHUMAHMS OpPraHM3allMd [HUTaHUSA, YTO NPUBOAUT K
pa30aJlaHCUPOBAHHOCTH KAayeCTBEHHOI'O M KOJMYECTBEHHOI'O COCTaBa palUOHa U
3HAYUTEIBHOMY JA€(PUIUTY OCHOBHBIX HYTPHUEHTOB, PHEPIUH, a TAKKE€ BUTAMUHOB U
MHHEPAJIbHBIX BEILIECTB.

JInarHOCTHKa ¥ KOPPEKLMS HEJOCTATOYHOCTH NMUTAHUS AOJKHBI MPOBOAUTHCA Y
JETe ¢ XPOHMYECKOW CEPIEYHON HENOCTATOYHOCTBI) Cpa3y IOCIE€ IOCTaHOBKHU
JMAarHo3a.

Pa3paboTanbsl aaropuTMbl HYTPUTUBHOM TMOAJAEPKKH C HCIOJIb30BAHUEM
COBPEMEHHBIX MPOAYKTOB DSHTEPAIIBHOTO IHTAHUS HANPABJIECHHOIO JCHCTBHUS H
KUPOBOI'O MOJAYJISl HAa OCHOBE CPEIHELENOYEUHbIX TPUTIMLUEPUIOB JJIsi OOJBHBIX
BTOPUYHOI OeloK-Tepstouiet sHTeponarueid, Beaeactsue koppekuuu BIIC mo metony
@doHTEHA.

Bueapenue pe3yabTaToB padoThl B IPAKTUHKY

PesynpraTel HccnenoBaHMs MCHOJB3YIOTCS B IIEarOrM4ecKoOM IIpoLecce
Kadeaphl nexuaTpuu U JETCKOM peBMaTojiorud neauatpuyeckoro daxynprera 'BOY

BIIO «lIlepBeiiit MIMY wum. N.M. CeuenoBa» Mun3apaBa Poccum u otxena
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nocieauiioMHoro obpa3zoBanus B DI'AY «HayuHblil LEeHTp 340pOBBS JeTEl»
Munsnpasa Poccun.

OcHOBHBIE pe3yNbTaThl pPabOThl BHEAPEHbl B KIMHUYECKYIO IIPAKTUKY
KapIHOJIOTUYECKOTO OTACJICHUS, OTACJIICHUS KApIAHUOXUPYPrUMM W HHTEHCUBHOMU
KapJUMOJIOTUH, OTACJICHUH MUTAaHUs 370poBoro u OonbHoro pedbenka HUU Ilenuarpuun
OI'AY «HayuHnslii neHTp 340pOBbs AeTei» Mun3npasa Poccun.

CtpykTypa U 00beM qUCCEPTALIUA

Huccepranus wu3nokeHa Ha 183 cTpaHMuax MAIIMHOMNKUCHOTO  TEKCTAa,
WUIIOCTPUPOBAaHA pUCYHKaMH, TaOJMIaMHM M COCTOMT M3 BBelEHHUsA, o0030pa
JIUTEpaTypbl, ONMUcaHus oO0beMa U METOAOB HCCIEAOBAHMS, TPEX TJaB COOCTBEHHBIX
UCCJIEeI0BaHUM, OOCYXJEHHs, BBIBOJIOB U MPAKTUYECKUX PEKOMEHAALMM, CIHCKa
JUTEepaTyphl, NpuioxkeHus. bubmmorpaduueckuii  ykazartenb  coaepxutr 156

UCTOYHUKOB, M3 KOTOpBHIX 44 oOTe4eCTBEHHBIX W 112 3apyOeXHBIX aBTOPOB.



I'naBa 1. COBPEMEHHBIE ITPE/JICTABJIEHUSI O HEJOCTATOYHOCTH
NATAHUA Y JETEH C XPOHUYECKOM CEPJIEYHOM
HEJJOCTATOYHOCTBIO M BO3MOKHOCTH EE TMETUYECKOM
KOPPEKIIHNMU (0630p JiuTepaTypsbl)

[IpobnemMa HEAOCTATOUHOCTU MHUTAHUS - MMOTEPSI MACCHI TeJia WIH OTCYTCTBHUE €€
npuOaBKU Yy JeTeil, MpuBIeKaeT K cebOe Bce Oosblllee BHUMAaHHUE IE€IUATPOB,
CIIEIUAJIUCTOB HYTPHUIIMOJIOTOB, HEOHATOJIOTOB, KApAHOJOTOB, IETCKUX XUPYProB U Jp.
Oco0eHHO aKTyalbHBl ATH BOIPOCHI MJisI OOJBHBIX C 3a00JICBAHUSIMU CEPACYHO-
COCYJIUCTOU CUCTEMBI. Y CTAaHOBJIEHO, YTO YXY/AIICHUE HYTPUTUBHOIO CTaTyca y JAeTel ¢
XPOHUYECKOUN cepaeduHor HenocTtaTouHoCcThio (XCH) TecHO cBSI3aHO ¢ HapYyIICHUSMHU
(GyHKIMI BCEX OPraHOB M CUCTEM, YaCThIM HACIOCHHUEM U 0oJiee TKEIbIM TeUCHUEM
OCTPBIX peCUpaTOPHBIX uHpeKkui, yBEIUYECHUEM IPOJIOTKUTETLHOCTH
roCIMTaIn3aluy, TOBBIIICHUEM JeTabHOCTH [14, 52, 53, 61, 100, 124, 154].

Otuonorust XCH y nereit paznuyHa U NPUHIUIIAAIBHO OTIUYAETCS OT TAKOBOU y
B3pochbiX. [Ipuuunbl pazsutus XCH y nereil 3aBucAT OT BO3pacTa, OCHOBHBIMU W3
KOTOPBIX SIBJISIIOTCSI TIEPBUYHBIE HIUONATUYECKUE KapJUOMUOIATUHM, BTOPHYHBIC
KapJIUOMUOIIATHH,  OOYCJIOBJICHHbIE  METa0OJIMYECKUMH WU  TE€HETUYECKUMHU
HapYyIICHUSIMHA, TIOPAKEHUS KOPOHAPHBIX COCYAOB, BPOXKJCHHBIE IOPOKH CEpJIIa,
HapyIIeHUs] pUTMa cepiia, 00beMHbIe 00pa30BaHUs CPEOCTEHUS U BHYTPUCEPACUHBIC
OMYyXOJIM,  PECTPUKTUBHBIC  TOpPAXEHUS  TEpUKapJa, BbIpaXKEHHAs  aHEMUS,
AKCTpakapaAnaibHbie 3a00seBaHus (OpOHXOJETOYHAs MATOJOTHs, 3a00JIeBaHUs MOYEK,
TUPEOTOKCUKO3) [6, 7, 8, 43, 69, 70, 135].

Bonpiue TpynHOCTH 1711 JICUCHUSI U PeaOMIUTAIlMU TPEJCTABISIOT OOJIBHBIC C
KapJIUOMUOTIATUSIMA U BPOXKJICHHBIMH TOPOKAMU CEpJilla BBUIY TSKECTH TEUCHUS
OCHOBHOTO 3a0oieBaHus U mnpucoenuHeHuss cumnromoB XCH [102, 135]:
nunatanmonHas (JIKMII) (83%), pectpuktuBhas (PKMII) (15%) [72, 102, 135],
ropazno pexe XCH compoBoxgaer TeueHHE TUNEPTPOPUUECKON KapAuOMHUOINATUH
(7,5-20%) [69]. B coBpeMeHHOW HNETCKOW KapAWOJIOTUU OJHUMH U3 HauMEHEe

HN3YUYCHHBIX 3a00JIeBaHU I MO-TIPCIKHEMY OCTaroTCA KapaAuOMHOIIATUH, BBUIY



13

MHOI‘OO6paBI/IH u HeCHeL[I/I(l)I/I‘IHOCTI/I X KIMHHUYCCKHUX HpOﬂBJ’IGHHﬁ, YTO CO344acCT

SHAYUTCIIBHBIC TUATHOCTUYCCKUC U TCPAIICBTUYCCKUC TPYAHOCTH.

1.1 Kapanomuonatum y nerei

Tepmun kapauomuonatus BHepBble ObUT mpeasioken W. Bridgen B 1957 r. u
UCIOJIb30BaNIcsl Juisi 00O3HaueHus 3a00JeBaHUM MHOKapJa HESICHOW 3THOJOTHUH,
XapaKTepU3yIOIIUXCs TMOSABICHUEM Kapauomeranuu, wusMmeHeHuit Ha OKI[ wu
MPOrPECCUPYIOLIMM TEUEHUEM C Pa3BUTHUEM HENOCTAaTOYHOCTH KpoBooOpaienus (HK)
1 HeOJaronpusaTHBIM IPOTHO30M Ui *Ku3HH [65, 43]. J.F. Goodwin B 1973 r. BriepBbIie
Bbienun Tpu rpynnsl KMII: 3actoiinyio (AuiataliMOHHYIO), THIEPTPOPHUUECKY0 U
peCTpUKTUBHYIO [86, 43].

Kapauomuonaruu - rpynmna reTeporeHHbIX 3a00JeBaHU, XapaKTepU3yIoluecs
MAaTOJIOTUEH MUOKap/a C €ro CTPYKTYPHBIMU W/WIH GYHKIMOHATBHBIMA HapYIICHUSIMH,
HE CBS3aHHBIMU C MIIEMUYECKOM OOJE3HBbIO cepilla, TUIEepTEeH3UeH, KialnaHHbIMU
MOPOKaMH U BPOXKJICHHBIMU 3a001eBaHusIMHU [43].

Yacrora BcTpeuaemoctu KMII y nereit cocrasisiet ot 1,13 no 1,24 cnydaeB Ha
100000 neteit B Bo3pacte 10 18 mer, mpu 3TOM HAUOOIBIIUHN MOKa3aTedb MPUXOAUTCS
Ha MepBbIl Tox >ku3Hu [6, 43, 66, 142]. HecmoTps Ha OTHOCHUTEIBLHO HHU3KYIO
pacnpoctpanéHHoctb, KMII saBndroTcs mnNpuuMHAMHU TpaHCIUIAHTAUMWA CcepAaua, B
KOTOpPBIX HYyXHarTcs npaktuuecku 50% nereit [62, 114]. Oxono Tpern nauueHTOB,
KOTOpPbIM JIMarHO3 YCTaHABIMBAETCS B TPYAHOM BO3pacTe, MOrubalOT B TEUCHUE
BTOPOTO roja *u3Hu, a B 40% ciaydaeB NEepeHOCIT TPAHCIUIAHTAILMIO CEPJIlla B TEUECHUE
nocyenyonux AByX Jier. Cpeau Tex NalueHTOB, KOTOPbIE MEPEKUBAIOT MEPBBIN rol,
MSITAJICTHSST BBDKMBAEMOCTb coCTaBisieT okojio 85% [115]. VYcranoBieHo, d4TO
KJIIMHUYECKOE TEUEHUE U UCXO/Ibl KApMOMHUONATHIA, JaKe IPU HATUYUU OJTHOTO U TOTO
ke (DYHKIMOHANBHOrO THMAa 3a00J€BaHUA, MOTYT BapbUpPOBaThH OT MOJHOTO
BBI3JIOPOBJICHUS JI0 JIETATBHOI'O UCXO0/IA.

B 2006 r. Awmepukanckas acconuanus cepana (AHA) omyGnukoBania

KJ1accuUKaIMIO TEPBUYHBIX Kaparnomuonatuit [107], Tabmuma 1.1.
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Tabnuua 1.1.

Kunaccndpuxanus nepsuunbix kapanomuonatuii (AHA, 2006)

I'enernueckue CMenmiaHHble IIpuoOpeTeHHbIE
I'KMII; - JIKMII, MHUOKApAUTHI
JUCIUIA3Us MPABOro XENya0uyKa - PKMII (BocnanutensHas KMII);

(ALTDK);

HEKOMIMAKTHBIN JIEBBIN JKeTyA0UeK
(HKMII), («ry6uatbrit» MUOKap);
HapyIICHUS TTPOBOISIIICH
CUCTEMBI cepria (CHHIPOM
Jlenerpe);

rikoreHossl (tunsl PRKAG2 u
JlaHoH);

MUTOXOHJIpHUAJIbHBIE MUOTIATHH;
HapymeHus: QYHKIIUA HOHHBIX
KaHaJIOB,

CUHJIPOM YJIJTMHEHHOT'0 MHTEpBaja
QT;

cuapom bpyrana;
KaTeXoJaMUHepruyeckas
nosmmMopdHas Keaya0uKoBas
TaxXuKapIusi;

CHUHJIPOM YKOPOYEHHOT'O
untepBana QT;

F0’)KHO-a3UaTCKUI CUHIPOM
BHE3AITHON HEOOBSICHUMOM
CMEpTH BO CHE

KMII, obycnoBnenHas
BHE3aITHBIM
AMOLMOHATbHBIM
ctpeccom (KMII
takotsubo);
nepunopranbHas KMII;
KMII, nnaynupoBaHHast
TaXUKapAueu;

KMII y nereit, maTepu
KOTOPBIX CTPadaroT
caxapHbIM uadetoM 1
THUIIA

B moBcenHeBHOW KIMHMYECKOW TIPAKTUKE MPUMEHSIOT KiIacCU(PUKAIUIO,
Moau(dUIIMPOBaHHYIO JKcrieptamu EBpomneiickoro o6miectBa kapauosnoroB (EOK) B
2008 1, HampaBieHHy0 Ha pasaeneHue KMII B 3aBucumoct oT MOp(OJIOrHIeCKUX U

(GyHKUMOHANBHBIX U3MEHEHUI MUoKap/a [76], Tabnuna 1.2.
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Tabnuua 1.2.

Kaaccupukanus kapauomuonaruii, EOK, 2008.

I[I/IJIaTaI_II/IOHHaH KapaAnuOMUOIIATHA, PCCTPUKTUBHASA KapANOMHUOIIATHA,
I‘I/IHeprO(l)I/I‘ICCKaH KapaAUuOMHUOIIATHA, apUTMOI'CHHAA JUCILIA3UA IIPABOT'0
KCIIYJOYKa, HCKOMITAKTHAA KapAUOMUOIIATHA

CewmeiiHasi/rTeHETHUECKH 00YyCIIOBICHHAS Hecemelinas/ HeoOycioBieHHas
e HeuJeHTU(PUUMPOBAHHBIN Ne(eKT reHa; | TCHCTHYCCKH
® [IOATUIIBI OOJIE3HU ® pauonaThyecKas

® [IOJTHUIILI OOJIE3HU

BricTaBnsieMblil KIMHUYECKH JIMarHO3 KapAMOMUONATUH, OCHOBAaHHBIM Ha
(beHoTHIIe, HE SIBISIETCS JOCTATOUYHBIM, YTOOBI CTPATU(PUIUPOBATH MPOTHO3.

3a nocnennue 10 jeT 3HAHHUS O TEHETUMKE KAapAMOMHUONATHN PACIIMPUIINCH,
BbljIeNIeHbl He MeHee 60 TeHOB, MyTallud B KOTOPBIX NPHUBOAAT K PAa3BUTHUIO
KapJUOMHONAaTUU B CBsi3u, ¢ yeM B 2013 r. Obuta mpensiokeHa KiaccUpUKaIUs
MOGE(S), onoopennast Bcemupnoit denepanueit Cepiia v nmoayduBIiias Ha3BaHUE 110
nepBeiM OyKBaM TISITU KIIOUEBBIX MApaMETPOB, COCTABUBLIMX €€ OCHOBY [54]:
morphofunctional (M) - wMopdodyHKIMOHATBHBIE TPU3HAKK WJIM  BHEIIHUE
KIIMHUYeCcKue nposiBieHus (henotun); organ/system involvement (O) - kakue oprassl u
cucTteMbl 3aTpoHyThI, genetic or familial (G) — reHeTuka, HaCIEICTBEHHOCTh
(cemelinbie/Hecemelinbie); etiological Annotation - »Tuosorusi; stage - cragus
CepACYHON HEeNOCTaTOYHOCTH U (hyHKIMOHAIbHBIN Kiacc o NYHA (HeoOs3aTenbHbIM
napameTp).

Kpaiine BakHO pa3znuuaTh (EHOTHUIBI KapAMOMUONATHH, TaK KaK pa3jiudHbIe
BApHAHTHI UMEIOT PAa3HYIO ATHOJIOTHIO, MTOJXO0 K JICUCHUIO U ucxon [6, 43, 66, 69, 72]:
- ounamayuoHuwlll eHomun (OUIAMAYUOHHAS KAPOUOMUONAMUsL) — XapaKTepU3yeTcs
JIWIaTalie MOoJIOCTEeH ceplilla M CHUKEHUEM TJI00AJbHOM COKPATUMOCTU JIEBOTO
KEJIyZ0UKa UM O00MX KETYJOYKOB, OCHOBHBIM KIMHUYECKUM CUMIITOMOM SIBIISETCS
nporpeccupyromas XCH;

- eunepmpoghuueckuii.  enomun  (eunepmpoguueckas — KApOUOMUONAMUSL)—

XapaKTepU3yeTcs YTOJIIEHUEM CTEHOK JKEIyJOYKOB (IPEUMYLIECTBEHHO JIEBOTO),
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HapyIICHUEM €r0 JUACTOJUYCCKON (PYHKIIMM U HEPEIKO COMPOBOXKIACTCS Pa3BUTHEM
obcTpykumu BeixogHoro otaena JIXK y 6onbHBIX 0€3 MpU3HAKOB 3a00J1eBaHU, OOBIYHO
MPUBOIAIINX K TUHepTpoduu (Al', mopoku cepama u T.1.);

- pecmpuKmueHsli (henomun (pecmpukmueHas KapouoMuonamus) - XapakTepu3yeTcs
HapyIICHUEM JHACTOJIMYCCKON (YHKIMM ¢ TOBBINICHUEM JAaBJICHHS HAIOJHCHUS
KEIYAOYKOB TIPU HOPMAIBHOW WM MAaJOM3MCHCHHOH CHCTOJIMYECKOW (PYHKITUU
MHOKapaa, OTCYTCTBHU €ro 3HAYUMOW THmepTpoduu. SIBIEHHUS HEIOCTATOYHOCTH
KpOBOOOpAIICHHSI Y TAKMX OOJIBHBIX HE COMIPOBOXKIAOTCS YBEIMUYCHHEM 00beMa JIEBOTO

JKCIIyJO49Ka.

1.2. BpoxaeHHble MOPOKU CepALa Yy AeTeil.

BposkieHHble OPOKH cepAlla - aHOMaJIuu MOpP(OJIOrHYeCcKoro pa3BUTHs cepalla,
€ro KJIAamaHHOIro armapaTa U MarucTpajbHbIX COCYZOB, BO3HMKIINE Ha 2-8 HENEsiX
BHYTPUYTPOOHOTO Pa3BUTHsI B pe3ysibTaTe HapyLICHHs MPOLIECCOB dSMOpHOreHe3a. ITu
ne(deKTbl MOTYT BCTPEUAThCA U30JMPOBAHHO WM B COYETAHUHM JIPYT ¢ Apyrom [2, 13].

O6mas pacnpoctpaneHHocts BIIC cocraBisier 8 Ha 1000 pomoB u 7,2 na 1000
KUBOPOXKACHHBIX. OOmas yacrota HexpomocoMmHbix BIIC coctaBmser 7 na 1000
poaoB, u3 KoTopbix 20% OMarHOCTUPYIOTCS NpeHaTtaibHO, 3,6% COCTaBIAIOT
nepuHaTalibHble TOTepH, 5,6% OepeMeHHOCTeN MPEephIBAIOTCS B CBA3U C BBISBICHHOU
anomanuei mona. Okono 12% BIIC accounnpyrorcst ¢ XpOMOCOMHBIMUA aHOMAJIUSIMU
(7% c cunapomom Jlayna, 2% c¢ cungpomom OnaBapaaca u 1% c cuaapomom Ilatay),
coctasisisi 0,97 cinyuyaeB Ha 1000 pogos [2, 13, 91].

Knunnyeckue mnposiBaenuss BIIC nonumopdubl M ompenensitorcss aHaTOMUEH
MOpPOKa, CTENEHbI0 HAPYIIEHUS TEeMOJAMHAMUKH, aJanTallMOHHO-KOMIIEHCATOPHBIMU
MEXaHU3MaMHM, XapakTepoMm oclioxkHeHuM. Kpurnueckoe cocTositHue XapakTepHu3yeTcs
OCTPBIM A€(PUIUTOM CEPACUHOTO BBIOpPOCA, OBICTPHIM MPOTPECCUPOBAHUEM CEPACUHOMN
HEJI0CTaTOYHOCTH, KHCIIOPOHBIM roJI0IaHUEM TKaHen C pa3BUTHEM
JEKOMIIEHCHPOBAHHOTO META00IMYECKOT0 alu03a U HapylIeHHeM (PYyHKIUN KU3ZHEHHO

BaXXHBIX OpraHos [2, 13].



17

Beaymmmu cumnromamu B kiauHudecko kaptuHe BIIC sBisitoTcs: MaHO3 WIIN
0JICIHOCTh, CepJieyHass HEIOCTaTOYHOCTh, JIETOYHAsT THUIEPTEH3HsS, OTCTaBaHUE B
(hbU3UYECKOM pa3BUTHUM; KapJUOTCHHBIHN MIOK (KPUTUUECKOE COCTOSTHUE) HanboJiee 4acTo
pa3BUBAETCS MPU MOPOKAX, COMPOBOXKIAIOIIUXCS OOCTPYKIIMEH BBIBOJHOTO OTBEPCTHUS
JIEBOTO JKeJyA0uKa (IYKTyC-3aBUCUMBIE TTOPOKH) [2, 13].

CymectByer Heckosibko knaccupukamuii BIIC, oqna u3 HUX mOpeacTtaBieHa B
tabmuue 1.3. CornmacHo knaccupukanmu AAC  yCJIOBHO TOPOKM JeisITCsS Ha
AllMAaHOTUYHBIE U [IMAHOTUYHBIE [2].

Tabnuua 1.3.

dusuosornyeckas Kiaccupukauus Bpo:KIeHHbIX MOPOKOB cepaua

- «IIpocteie» BIIC ¢ neBo-npaBbiM HedekT MexIpeacepIHON eperopoaKu
ITYHTOM (TPUBOJIAT K 0OOTaIEHUIO (JAMIIIT), nedexT MexxKeTyJ0UKOBOM
MaJIoro Kpary KpoBooOpaiieHusl neperopoaku (JAMXII),

(MKK)). YpoBenns coOpoca ompejiesieT | aTpuoBeHTpUKYIsipHbId kaHai (ABK),
€ro 3HaAYMMOCTb JJIs PABOTO OTKPBITBIA apTepHaIbHBINA TPOTOK
KEITyT0UYKa U JIETOYHOTO (OAII), nedexT aopTo-I€TOUHOM
KpOBOOOpaIeHHS MEPETOPOJKH U JIp.

- «IIpocteie» BIIC ¢ nmpaBo-neBbIM Terpana ®amno (TD), arpe3us JierouHomn
myHToM (06eauenue MKK c aptepun (AJIA), atpe3us
pa3BUTHEM IIMAHO3A) TpexcTBopuatoro kiamnana (ATK),

aHomaiiis J01TelHa u ap.

- CloXHbI€ IIYHTHI (CMEIIMBAHUE Tpancno3uiyst MarucTpaibHbIX COCYOB
JIETOYHOTO M CUCTEMHOT0 KpoBOoTOKa). | (TMC), oOuuit aprepuaibHblii CTBOJ
[{nano3 siBIsI€TCA CIEACTBUEM (OAC), ToTanpHbIi aHOMAJBHBIN ApeHax
CJIOKHOT'O B3aUMOJICUCTBUS MEXKIY nerounbix BeH (TAIJIB), nBoiiHoe
CUCTEMHBIM U JIETOYHBIM OTXOKJIEHUE COCYJIOB OT MPaBOTO
CONPOTUBIICHUEM xenynouka (JJOC ITXK), cunapom

TUMOIJIA3UU JIEBBIX OTAEJIOB cepAlla
(CI'JIC) u np.
- OO6ctpykruBHbie BIIC Koapkranus aoptsl (KoA), nepepsiB 1yru

a0pThI, CTEHO3 A0PTHI, CTEHO3 JIETOYHON
aprepuu (CJIA) u np.

OpHoii u3 HamboJee TPYAHBIX 3a/a4 COBPEMEHHON KapAUOXUPYPIUH SIBISETCA

JICUCHHUC CJIOKHBIX BpPOXIACHHBIX IIOPOKOB CccpAua C O6€IIH€HHBIM JICTOYHBIM
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KPOBOTOKOM M ()YHKIMOHAIBHO €IMHCTBEHHBIM >kenynoukom cepaua (EXXC). Ilepsoie
onucanus nopoka npuHamiexar J. Farre (1814 r.) u A. Holmes (1824 r.). OcoGeHHOCTh
reéMOJIMHAMHUKN YHUBEHTPUKYJISPHBIX MOPOKOB 3aKJIIOYAETCS B CMEUIMBAHUU MOTOKOB
apTepuaibHOM M BEHO3HON KpPOBM B IMOJOCTH €IMHCTBEHHOTO >KENyJouyka cepiua
(«cepaue Xommcay) [1, 13, 23, 32].

B 1968 r. F. Fontan BeIIOJHWI NMEPBYIO YCHENTHYIO ONEpaIMi0 MOJHOr0 00X0/aa
MpaBbIX OTIEIOB cCepAlla MNpu aTpe3uu TPUKYCHUIAIBHOTO KIalaHa, pa3JaeinB
BEHO3HBI W apTepuaibHblii MOTOKM KpoBH. llpejyioxkeHHas MeTOAMKa BOLUIA B
ucropuio kapauoxupypruu kak omepanus ®onrtena (F. Fontan, E. Baudet 1971 r.) u
CTaJla OCHOBHBIM METOJOM JIEYEHUS! MOPOKOB € (DYHKIIMOHAJIBHO OJHOKETYI0YKOBOMN
remonuHamMuko. Hauunast ¢ 1990 r. mo Hacrosimiee BpeMsi B OOJBUIMHCTBE KIMHHUK
MUpa yCHEIIHO NpUMeHsieTcs: MoauduKkaius skcTpakapauaibHoro kouayura (OKK) [1,
73, 81, 82, 105, 106].

HecMoTpst Ha  3HauuTeNlbHbIE YCHEXHM B  XUPYPrUYECKOM  JICUCHUH
YHUBEHTPUKYJISIPHBIX TOPOKOB HEPEJKO OTMEYAIOTCS OCJIOKHEHHUS KaK B paHHEM, TaK U
MO3JHEM IMOCieonepauoHHoM nepuogax. OaHa U3 TIaBHBIX NPUYWH, YXYIIIArouien
OTJAJCHHBIA  MOCJICONEPAllMOHHBIA  TEpPUOJ,  SBISETCS  MPOTrpeccUpyromias
HEJIOCTaTOYHOCTh  KpoBooOpamieHus. K penkum, HO TSKEIbIM  OCIOXHEHHUSIM
MOCJICONEPAIMOHHOIO  TIEpHOJa XUPYpPruyeckoro BmematenbcTBa 10 DoHTeHy
oTHocUTCsl Oenok-Tepsitomasi aHTeponatust (BT3) [79, 112, 131], B oreuecTBeHHOU
JUTEpaType TaKXKe UCIIOIB3YeTCsl TEPMUH «OeNKOoBO-IepuiMTHas sHTeponatus» [1, 23,
32].

benok-tepsromnas 3HTEponaTusi BO3HUKaeT B cpeaHeM B 3,8 % chydaeB (1Mo
JaHHBIM JIUTEPATYPbl CPOKU PA3BUTUSA ITOTO COCTOSIHHS BapbHPYIOT OT HECKOIBKHUX
naHel no 16 net, y Tpetu 60JbHBIX 1e00THpYET yepe3 5 neT. CMepTHOCTh MalMeHTOB C
BT coctaBnser 25 - 50 % B Teuenue 6,4 - 10 1eT ¢ MOMEHTa NOCTAaHOBKM AuarHosa [1,
23,32, 68, 131, 136, 137].

Ha cerogusmuuii neHp nmoHuMmaHue npuuuH pas3Butuss BTO mocne omepaunu
doHTeHa octaerca orpaHudeHHbIM. «['emonnHamuka @doHTeHa» XapakTepu3yeTcs

CTOMKUM BBICOKHMM BCHO3HBIM 151 JII/IM(l)aTI/I‘I€CKI/IM JaBJICHUCM, BBICOKHUM
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CONMPOTHBJICHHUEM B JIETOYHBIX COCYAaX, HU3KOM CHUCTONMYECKOM (yHKIHMEH u
MOBBIIIEHHBIM KOHEYHBIM JUACTOJIMYECKUM JIABIECHUEM B €IMHCTBEHHOM KEIYI0YKE U
B MmpaBoM mpexacepauud. B pe3ynbrare B OpIOMIHON MMOJIOCTH  pa3BUBAIOTCS
nuMpanruoskrazum [1, 23, 32, 74, 136, 137, 141]. Bc€ 3T0 B COBOKYIMHOCTH MPUBOJIUT
K TMepepacrnpe/eieHUI0 KPOBOTOKA W IEHTpaM3allid KpOBOOOpAIleHUs 3a CYET
COKpAIlleHUs OpbDKEEYHOro KpPOBOTOKA. B cBA3M ¢ HHU3KOW mepdy3uelt MeHseTcs
COCTOSIHUE CITU3UCTONM OOOJOYKM KHILIEYHUKA - HApPYIIAIOTCA €€ ILEJIOCTHOCTh U
(YHKUIMU SHTEPOLUTOB, YTO IPUBOJUT K MOTEPE alIbOyMUHA.

[IoBBIIIEHHOE [aBIEHUE B BEHO3HOM CHCTEME YCHIIMBAET OHKOTHYECKOE
JaBieHue aabOyMHHA B JUMQPATHUYECKUX COCYJax, YTO TaKkKe CIOCOOCTBYET MOTEpe
anbOyMuHa, TMM(GOIMTOB U IPOCAYMBAHUIO JTUMQBI yepe3 Kumeunuk [23 ,32, 136, 137,
141, 144]. Tloreps Oenka uepe3 KUIIEYHUK TMPUBOJUT K THIOATBOYMHUHEMUH,
CHIUKEHHUIO OHKOTHYECKOTO NABJIEHUS, OTEKY M TPAHCCYJIAllMU KUIAKOCTH B IOJIOCTHU
opranm3ma. OmHako B 23 % cnydaeB BTD pasBuBaercs 0e3 TreMOJIMHAMUYECKHUX
HapyuieHui. [lOBBIIEHHOE LEHTPAJIBHOE BEHO3HOE JAaBJIEHUE TMOCIE OIEpalnuu
doHTeHa 00yCIaBIMBAET TAKXKE pa3BUTHE HapyHIeHUN (YHKUUM MEYEHU, TPUBOIAS K
¢bubpo3sy, a B MocieayoieM K HUPPOTUUECKOMY MEePEPOKICHUI0, 1ePUIUTY HaKTOPOB
CBEPTHIBAHMS KPOBU U TOBBIIIEHHOMY PUCKY TPOMOO3MOOIMYECKUX OCIOXKHEHUU [23
,32, 101, 136, 137, 141, 144].

Kimanueckas kaptuHa BTD XapakTepuszyeTcss NpOrpecCUpYOINM CHUXKEHUEM
ypoBHsI o0miero 6enka U anbOymMHHA B KPOBH, KOTOPOE MPUBOJUT K OTEKY, ACIHTY,
IUIEBPAJIbHOM  TpaHCCyAallud, JUaped, TUMNOKAIbIUEMUU, TPOMOOIMOOIMYECKUM
OCJIO)KHEHMSIM, CONPOBOXKAAETCS HapylleHHeM aOcopOIuu  JIMHHOLIETIOYEUYHBIX

KUPHBIX KUCJIOT U KUPOPACTBOPUMBIX BUTAMHUHOB [23 ,32, 136, 137, 141, 144].
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1.3. B3anMoCBsI3b HEAOCTATOYHOCTH NMUTAHUA U XPOHUYECKOM CepAeYHOM
HEIOCTATOYHOCTH Yy J1eTeH Ha oHe

KapAUOMHUONATHI ¥ BPOKI€HHBIX NOPOKOB cepana

XpoHHUYECKasl cepjeyYHas HEAOCTaTOYHOCTh - CHUHAPOM, pa3BUBAIOIIUNCA B
pe3ysbTaTe Pa3IMYHbIX 3200JIEBAHUI CEPAEUHO-COCYIUCTON CUCTEMBI, IPUBOASAIINX K
HECMOCOOHOCTH  cepjla obecneynBaTh  CHUCTEMHBIM  KPOBOTOK,  a/J€KBAaTHBIN
MeTa0O0JMYECKUM MOTPEOHOCTSAM OpraHu3Ma, YTO COMPOBOXKIAECTCS BHYTPUCEPACUHBIMU
u nepudepuuecKuMU TEeMOAMHAMUYECKUMH CABUTAMHU, CTPYKTYPHOU MepecTpONKOM
cep/ilia, HApYIICHUSIMU HEHPOTyMOPaIbHON PEerysisiiiii KpOBOOOpAaIlleH s, 3aCTOMHBIMU
SIBJICHUSIMH B OOJIBIIIOM W/UJIM MaJIOM Kpyre KpoBooOpamienus [7, 8, 43, 70].

HoctoBepHble aaHHble O pacnpoctpaneHHocth XCH B jgerckom Bo3pacte
MaJIOYUCJIEHHBI B CBS3M C MPOOJIEMaMHU €€ BBISIBICHUS U PETUCTPALlMU, TUHAMUYECKUM
xapaktepom 3aboneBanus [7, 8, 32, 51]. Tak, wactora XCH cocraBnsier - nns BIIC,
BBISIBIICHHBIX Ha MepBOM roay xu3Hu 8 — 14 na 1000 nereit, s onyxoneu cepaua - 3,2
Ha 1000 npereit, nyia HPC (nmpeumyiniecTBEHHO MOJIHASI aTPUOBEHTPUKYJIIApHAs OJIoKana,
xpoHuueckast Taxukapausi) — 10 — 20 na 1000 gereit, nist KMII paznuuHoi 3THONIOTHH -
0,65 — 4,0 va 100 TBIC. AETEH, NIt BHECEPAEUHBIX IIYHTOB - 1 HA 25000 — 40000 nerei,
st 0OBbEMHBIX 00pa3oBaHUN B TpyAHOU KieTke (AuadparmalibHasi TpbDKa, OMYyXOJIU
cpenoctenus) - 1 na 2000 — 4000 nereii [7, 8, 32, 51].

B narorenese pa3Butuss XCH OCHOBHYIO pOJIb UIpaeT TUMEPaKTUBALUSA
JIOKAJNbHBIX WJIM TKAHEBBIX HEHUPOIYMOpPAJIbHBIX MEXaHU3MOB - CUMIIATO-apeHaIOBOM
cucreMbl (CAC), peHuH-aHTHOTEH3WH-aIblocTepoHOBON  cucrembl  (PAAC),
MOBBIIIEHUE Ba3zonpeccuHa. JnurensHasa upesmepHas aktuBauust CAC u PAAC urpaer
HEraTUBHYIO POJIb U CIOCOOCTBYET MOBBIIIEHUIO aKTUBHOCTH JIPYTUX HEHPOTOPMOHOB U
MEeIUATOPOB (AHTUIUYPETUYECKOIO0 TOPMOHA, (PaKkTOpa HEKpO3a OMyXOoJeH, IUTOKUHOB,
SHAOTEIMHOB M JIp.), YTO MPUBOJUT K 3aJEP’KKE COJU U BOJbI, K Ba30KOHCTPHUKIUH,
COIMPOBOXKJIaeTcs mpoiaudepanueil KIeToK, peMOIeTMPOBAHUEM «OPraHOB-MUILICHEW» U

MIPOrpecCUpoOBaHmeM AekoMneHcauuu [7, 8, 31, 103].
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N36pITOUHAsT ceKkpenus aabJOCTEPOHA MPUBOJIUT K CTUMYISAIMU (GuOpobd1acToB,
MOBBIIIICHHOMY CHUHTE3Yy U JICTIO3UIIMU KoJilareHa. OTo 00ycloBIuBaeT (GOpMUPOBAHUE
¢bubpo3a Bo MHOTHX OpraHax M TKaHSIX, B IMEPBYI OdYepe/lb B IMOYKAX, MHOKapJe,
MOIEPEYHOIIO0IOCAThIX MbIIIIAX [7, 8, 32, 103].

Amnanus pe3yJIbTaTOB HCCIIeOBaHUMH, B KOTOPBIX M3y4alnch
MopdodyHKITMOHATBHBIE N3MEeHEHUsT Y 00JbHBIX ¢ XCH, mo3BoauIN caenaTh BbIBOJ O
TOM, 4YTO TOHKasl KMIIKA SIBJISIETCA OJJHUM M3 OpraHoB-mulleHeu [7, 8, 25, 32, 103, 143].
ITpu XCH III-IV ®K npoucxoauT BbIpa)K€HHAasl CTPYKTYpHasi MEPECTPOMKa CIU3UCTOU
000JIOYKM TOHKOUM KHUIIIKH, TPOSIBISIONIASICS B TMOBBIIMICHHOM OTJIOXXKEHUU KOJUIareHa,
HapyIICHUU BcachlBaHMs U aTpoduu BOpCUHOK [25]. Mopdonoruueckue W3MEHEHUs
ToHKOM kumiku npu XCH ABISIIOTCS TPEANOCBUIKOW ISl pa3BUTHUS CHHIpOMA
MaJibaOCopOIK, MPOSBIAIONIETOCS CHUKEHHUEM BCAChIBAHMS OCHOBHBIX IHIIEBBIX
BEILIECTB, UYTO BeleT K mporpeccupyronilOeit morepe mMacchl Tena. ITO CIOCOOCTBYET
MIPOTPECCUPOBAHUIO TaKUX KIMHUYECKUX TMPOSBICHUM Kak clabocTh, ObIcTpas
yTOMJISIEMOCTh W CHIDKEHHME TOJEPAHTHOCTH K (PU3MYECKMM Harpyskam [7, 8, 25, 32,
103].

Takum 00pa3oMm, HapacTaHHUE CHUMIITOMOB CEPACYHONW HEIOCTATOUYHOCTH Y
00JIbHOTO pe0eHKa BEJIET K MIPOrPECCUPOBAHUIO HEIOCTATOYHOCTH ITUTAHUSI, UYTO B CBOIO

ouepenp ycyryossiet tedenue XCH, pucynok 1 [7, 8, 25, 32, 103, 115].

{ Manbabcopouus ] \

/[ CHukeHune norpedsenus ] —

HenocraTounoctn
MUTAHUSA

XpoHuyeckast
cepaeyHas
HEI0CTATOYHOCTh

\ IToBbIIIEHNE META00INIECKUX T

JHEPreTHYeCKHX noTpedHocTei

Pucynok 1. «IlopouHbIii 3aMKHYTBIN KPYr» pa3BUTHSA HEJOCTATOYHOCTH MUTAHUS TPU
XpOHUYECKOU cepaeuHon HepoctaTouHocTu [115].
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Pazeuturo HII 1npu [gnurenbHOM TEUEHUM CEPAEYHOM HEAOCTAaTOYHOCTH
CIIOCOOCTBYET TIOCTENIEHHOE HapacTaHue Jae@uiuTa Makpo- MU MHUKPOHYTPUEHTOB.
CHmKeHre Macchl Tejla MaleHTa 3HaYuTeNbHO yXYy/AIIaeT Iporuo3 3adoneanus. Taxk,
CHIKeHHe ee Ha 6% u Oojee SBISETCS MOIIHBIM MPEIUKTOPOM, OTPULIATEIHHO
BIUSIOIIMM Ha BBDKMBAEMOCTb OOJIBHBIX Hapsiy ¢ TakKUMH (haKTopamMu Kak BO3pacT,
noJ1, ppakmus BeiOpoca jeBoro xkenynouka (JIK), pynkuuonanbusiit kiace [52, 53, 56,
61, 140].

Hapymenue nyrputuBHoro craryca y aereid ¢ XCH mto60ii aTHONOrHN SIBASIETCA
MOJIUATUOJIOTMYHBIM U Pa3BUBAETCA B PE3YJIbTATE HECOOTBETCTBUS MEXAY (HaKTUUECKU
notpedisieMol 1 HeoOXOoAUMON »Hepruen, Hea(hPEeKTUBHBIM BCACHIBAHUEM OCHOBHBIX
MMIIEBBIX BEIIECTB U MUKPOHYTPUEHTOB M HUX YTWJIM3ALMEN B CBSA3M C HAPYLIEHUEM
GyHKUMA KeNlyA0YHO-KUIIEYHOIO TpaKTa M MOBBIIIEHHBIMU 3Heprorpatamu [99, 100,
115, 116, 117, 118, 134, 146].

VYcenex B nedeHun nauneHToB ¢ BIIC 3aBUCHT HE TONBKO OT BBIKMBAEMOCTH
nocJie >KM3HEHHO BAXKHOM XHUPYprudeckoil koppekuuu. B Hactosiee Bpems 0oliblioe
BHHMAaHUE yNIENAETCS YIYULICHUIO aJ€KBaTHOTO POCTa U Pa3BUTHS JE€TEU, MOBBIIICHUIO
KauecTBa UX KU3HHU, KOPPEKUHUH HENOCTATOYHOCTU NUTaHUA. lIpyn poxaeHun netu c
BIIC, takumu kak tetpaga Damwio, JIMXKII, JAMIIII, runomna3us JI€BbIX OTAEIOB
cepaua, UMEIOT HU3KUE ToKa3zaTenau maccbl Tena [46, 60, 89, 99, 90, 123]. Haxe y
JeTel, pOOUBILINXCSA C MAacCOM TeNa, COOTBETCTBYIOLIEH T€CTAlMOHHOMY BO3pacTy, MpH
HaJIM4YUd remMoauHamudecku 3HauuMoro BIIC neduuut maccel Tena CTaHOBUTCS
OYEBUIHBIM YK€ B HeoHaTanbHOM mniepuoae [50, 64]. PacmpocTpaHeHHOCTH
HEJIOCTaTOYHOCTH NMUTAaHUA y Jereid ¢ HeonepupoBaHHbIM BIIC cocrtaBmser ot 50 mo
90% [126].

Crenenp u tin HII moryTt ObITh 0OycnoBieHsl xapakrepom BIIC, Bkirouas
HAIMYME 1HMAaHO3a, 3aCTOMHOM CEpIACYHOM HEJOCTATOYHOCTH WM  JIETOYHOM
runepren3un. [lokasaTeny HyTpUTUBHOTO cTaryca JeTed mpu «OJeAHBIX» U «CHHHX)
BIIC cyiiecTBEHHO M3MEHUIUCH 3a MOCIEOHHUE 25 JET, NMOCKOIbKY XHUPYPrHUYECKOE
BMEIIATEIBCTBO y JIETEH C CHMHUMHU IMOPOKAMHU TENepb MPOUCXOAUT B OOJiee paHHEM

BO3pacTHOM niepuoze [125, 146, 153]. Jetu ¢ «CHHUMMW» TOPOKAMU UMEIOT TEHACHIIUIO
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K OJTHOBPEMEHHOM 3aJiepKKe MPUOaBKU U MAcChl TeJla U pOCTa, B TO BpeMsl Kak y JAeTel
¢ «onenupiMu» BIIC B Oosbliell cTENEHU CHMXKEHA CKOPOCTh MPUOABKU MAaccChl, YeM
pocrta [146, 153].

HenoctatoyHocTh MUTaHUsl C MPEUMYILIECTBEHHBIM JE(PUIIMTOM POCTa SIBISETCA
yacTeiM cumnTomMoM cpeau aeteil ¢ BIIC, He3aBucuMo oT npupoabl nedexra, Hamuaus
WU OTCYTCTBUA IuaHo3a [128, 146, 148]. Tak, okono 6% O6onpHBIX ¢ BIIC umeror
3a/Iep KKy BHYTpuyTpoOHOoro pa3zsutus (3BYP), ognako, 10 KOHIIa HE YCTaHOBJIEHBI BCE
MEXaHU3MBI, JIeXKAIIue B OCHOBE €€ pa3putus [122, 146, 148].

Hau6onee BaxHoi npuunnoit pa3sutus HII y nereii ¢ BpoxkIeHHBIMUA OPOKAMHU
cepala SBISAETCS CHU)KEHUE YHEPTETUUECKOM LEHHOCTH parnuoHa. B uccnegoBanun SR
Hansen (1993) u I Dorup (1993) nmokazaHo, 4TO CyTOYHOE MOTpPEOJICHHE DHEPTUU Y
o6onpHbIXx ¢ BIIC cocraBnsier 76% OT pekoMeHAyeMOl HOpPMBI MOTpeOIsieMoi
3I0POBBIMU JI€TbMHU. OTO OOBACHSETCS MOBBIIIEHHOW YTOMIIIEMOCTBbIO peOeHKa BO
BpeMsl KOPMJICHHUS, IIOSIBICHHEM  OJBIIIKHA, TaXUKapAUX H TUINOKCHHM, YTO
o0yciaBIMBaeT MEHbIIINN 00BEM cheaemoit nmuimu [89, 146].

Onnoit w3 npuunn HII y pereit ¢ BIIC saBnsieTcs pa3BuTuUE CHHIpOMA
MajababCcopOIK, BCIEACTBUE CHUKEHHUS M BUCLEPATbHOM AUCHYHKIMU KPOBOTOKA B
kuiieyHuke [89, 126, 146].

Hpyroi Bo3moxHou npuunHor HII SBIAIOTCA MTOBBIIEHHBIE YHEPTOTPATHI ITOKOS
y nereit ¢ BIIC. B uccnenoBanun IL Ackerman (2002) noka3zaHo, 4To y nered ¢
nedexrToM MexokenynoukoBoi meperopoaku u HII o6mme sneprotpatsl Ha 40%
Oombllle, YeM Yy 3J0pOBBIX JeTei. Bmecre ¢ Tem, sHEproTparbl MOKOS Y OOJBHBIX C
JAMXII u gerelt U3 KOHTPOJBHOW TpyMIbl ObUIM OJMHAKOBBIMH. Pa3zHuma mexnay
OOLIMMHU PHEProTpaTaMyd U SHEProTparamMu MOKos Obulia B 2,5 pa3a BbIlIE y JeTed C
BIIC, uro yka3biBaeT Ha OOJIBIINE 3aTPAThl SHEPTUHU HAa (DU3UYECKYIO HArPY3Ky Yy 3THX
0oJbHBIX [46, 146].

CocraB Tenma y Jered € BPOXKICHHBIMM TOPOKAMH CEpAla TaKXKE H3MEHEH:
OTMEUAETCS TMOBBILIEHHBIM MPOLIEHT OE3KUPOBOM Macchl 1O CPAaBHEHUIO C
coJiepKaHUEeM >KUPOBOIM Macchl. TO 0OBICHSIETCS CHUKEHHBIM MOTPEOJIEHUEM Kalopui

1 OONBIIMMH OQHCPIroTparamM, 4YTO HC IO3BOJIICT HAKAIUIMBATL XKHPOBYIO MACCY.
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Bonbiiol mpoueHT 06e3KUPOBOK MacChl MPUBOAUT K MOBBIIIEHUIO YPOBHS OCHOBHOTO
oOMEHa U yBEJIMYMBAET METAa00IU3M, YTO MPHU OTCYTCTBUHM KOMIIEHCAIIMM MOXET PE3KO
yXYAIIUTh COCTOsTHUE pebeHka. [56, 75, 89, 90, 146].

B To Bpems kak B JICYEHUH U BBIKUBAEMOCTH JIETEH C BPOKJIECHHBIMU MOPOKAMHU
cepaua ObUIM JOCTUTHYTHI OOJIBIIME YCHEXH, MPU KAPJUOMHOINATHUSIX HCXOJbI
3a00J1eBaHUSl OCTAIOTCS JOBOJIbHO HeOaronpuaTHeIMu. [6, 7, 43, 115, 65]. [IpumepHo y
Tpetu nanueHtoB ¢ KMII ormeuaercss Ta wiaM HMHAas CTENEHb 3aJE€pkKKH pocTa. B
uccienoBanuu, npoBenéHHoM B bpaswimuu Azevedo (2004) mpu nabmoneHuun 3a 165
neteMu ¢ nauonatuueckon JIKMII B nepuon Bpemenu B 1979-2003 rr, ycTaHOBUI, 4TO
Z-score Macchl Tejla HMEJNl IOJIOKUTEIbHYI0 M HE3aBUCUMYIO KOpPPEISLHIO C HX
BBDKMBAEeMOCThIO0. OJIHaKo, KpoMe 3TOH paboThl, HMCCIENOBAaHUNA IO KOPPENISIUU
HYTPUTUBHOI'O cTaryca ¢ ucxogamu y naureHtos ¢ KMII ve npoBoauiocs [55].

[Ipuunna, nexaimias B OCHOBE 3aJEPKKM pOCTa M MPUOABKU MacChl Tella y
o6onpHBIX ¢ KMII - mepcuctupyromas 3acroitHas XCH B pe3ynbTare NpakTHUECKU
OTCYTCTBUSI OTBETAa HA MPOBOAUMMOE JIEYEHHE. IJTO MPUBOAUT K IOBBIIIEHHBIM
MeTa0O0JMYECKUM TOTPEOHOCTSM, CHUKEHUIO MOTPEOJICHHs MUIM W MajbabcopOoIuu
Makpo- ¥ MUKpoHyTpueHToB. HyTputuBHas Hegocrarounocts y aeteit ¢ KMII moxer
NPUBOJIUTh K HAPYUICHUSM MPAKTHUYECKH BO BCEX OpraHax M CHUCTEMax, MpPU 3TOM
MHOTHE M3 TaKUX MOCIEJCTBUNA OOpaTUMBbI JIMIIb YACTUYHO. /[MHAMUKa Macchl Tena U
pocta y nereid ¢ KMII ¢ ogHON CTOPOHBI SBIAETCS Ba)KHBIM MPEIUKTOPOM HMCXOJa, C

JIPYTOM - OTpakaeT TSAKECTh TeueHusl 3a0oseBanus [52, 53, 146].

1.4. OcHOBHBIC NPHUHIMIIBI AUATHOCTUKHU U JUETHYECKON KOPPEeKUNH
HEJOCTATOYHOCTH NUTAHUA Y 00JIBHBIX C XPOHUYECKON cepaedHOM

HEeA0CTATOYHOCTBIO.

CornacHo omnpenenenuto BO3 HegocTatoyHOCTh NHUTAHUS —(«HYTPUTHUBHASA
HEJ0CTAaTOYHOCTbY», «IIUTATENIbHAsI HEAOCTATOUYHOCTH») — 3TO KJIETOUHBIM JucOamaHC

MCKAY NMOCTyHIAaromumMun ¢ HI/IH_Ief/'I HYTPUCHTAMH U BHGPFHGﬁ u HOTpC6HOCTBIO B HHUX
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opraHusMa Jjisi o0ecreyeHus KU3HeIeITeIbHOCTH, pocTa U crnenuduueckux QpyHKIun
[11, 40, 57].

B 2013 r. AmepukaHnckoe o0IEeCTBO MaPEHTEPAIBHOIO U SHTEPAIBLHOIO MUTAHUS
(ASPEN) mnpemyioxkuiio pacHIMPEHHYIO TPAaKTOBKY HEAOCTATOYHOCTH NHTAHUS, Kak
aucOalanc MEXIy MOTPeOHOCThIO B THIIEBBIX BELIECTBAX U HUX MOTpeOJECHUEM,
NPUBOJAIIMNA K COBOKYNMHOMY Ne(UIMTY SHEPrud, Oelka M MHUKPOHYTPUEHTOB, YTO
MOXXET OKa3blBaTh HETaTWBHOE BIWSHHUE HA POCT, pa3BUTHE PEOEHKA, a TaKkKe HUMETh
apyrue HeOJaronpusiTHele nocaeAacTBus [57].

PacnpoctpaneHHOCTh HemoctaTodHocTH mutaHusa y jgered ¢ XCH oneHuthb
CJIOHO M3-3a MPAKTHYECKHU MOJHOTO OTCYTCTBUS BHUMAHHUS Bpadyeil K HEOOXOIUMOCTH
OLICHKU HYTPUTHBHOTO cTaTyca. Tak, KpynHoe Opa3uiibCKOe UCCIET0BAHKUE Y B3POCIIBIX
nanuenToB ¢ XCH moka3zano, yTo Maccy Tena u3Mepsuid Tojabko y 15,1% OonbHBIX,
TOT/1a KaK HEJOCTAaTOYHOCTh MUTaHMs HaOmtoaanack y 48,1% manueHTos.

Ha ceroansimnuii AeHb 71 OLEHKU HYTPUTHBHOro craryca nauueHtoB ¢ XCH
OTCYTCTBYIOT MeTOAuKH, umMeronme 100% YyBCTBUTENBHOCTh U JTOCTOBEPHOCTb.
[ToaTomy  kpaliHe BaXKEH ero KOMIIJIEKCHBIN aHaJIN3, BKJIFOYAIOLIA N
aHTPONOMETPUYECKHE, JIa0OpATOpHbIE, KIMHUYECKHE M (YHKIHOHAJIbHBIE METOJIbI
UCCJIeI0BAHMS.

B nHacTosiee BpemMsi OTCYTCTBYIOT €MHBbIE NMPOTOKOAbI nmuTaHus nereir ¢ XCH,
KOTOpble JaBajid Obl BO3MOXHOCTb OLIEHUTb JA€PUIUT MUIIEBBIX HYTPUEHTOB U
HA3HAYUTh PGEKTUBHYIO HYTPUTHUBHYIO MOJJEPKKY A 00ecreueHus: A0CTaTOYHOTO
noTpeOJIeHHs YHEPTUHU, MaKpO- U MUKPOHYTpUeHToB [7, 34, 115, 138].

M.L. Forchielli et al. (1994 r) npeactaBuin peKOMEHIAIMH 10 MUTAHUIO JAETEH C
BIIC B nocneonepaiiiOHHOM NEPHUOJIE, COMNIACHO KOTOPBIM CTaHJApPTHBIE MOTPEOHOCTH
B 3Hepruu Kosebanuck ot 75 po 120 kkan/kr/meHp u nosblmanuchk Ha 20-100% mpu
HaJMYUMA CTpEcca, OINepaluyd WIM HEJOCTaTOYHOCTH MHUTaHUS. ABTOpPBI TaK»Ke
yKa3blBaJIM HA HEOOXOAMMOCTh OIPaHUYEHUS KUJKOCTH U COJIM, IPEAYCMaTPUBAJIH, YTO
0eJIoK oJKeH cocTaBiIATh 8-10% oT o01el KallopuiiHOCTH, YTaeBoAbl U KUpPbI 35-50%

u 35-60% cooTBeTcTBEHHO [83].
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B 2011 r. guetonoramu u kapauojgoramMu u3 yHuBepcuteta Bupmxunuu (CLLIA)
OB IPEJIOKEH AJITOPUTM HYTPUTUBHOM MOJJEPIKKH JJIsL IETEeH MEPBOro rojia KU3HU €
BPOKJEHHBIMU TOPOKaMHU CepAlla, MCXOAS M3 KOTOPOro Hjisi OOecrnedyeHus
«JIOTOHSIIOIIETO» POCTa TOTPEOHOCTH B JHEPTUM JOJDKHBI cocTaBisTh 120 - 150
KKaJI/Kr/cyTKH, B O6enke - 3 - 3,5 r/kr/cytku [123].

Tracie Miller et al. (2007 r) pekoMeHAOBaNM ISl I€TEH ¢ KapAMOMHOIATHIMU
ONpeeNsITh MOTPEOHOCTH B HEPIUM, UCIOIB3YS HENPAMYIO KaJOPUMETPHIO, a IMpHU
HEBO3MOXHOCTH TPOBEJICHUS JAHHOIO HCCIIEIOBAaHUS, PACCUUTHIBATH MOTPEOHOCTU B
KaJlopusaX Ha (PaKTUYECKYI0 Maccy Tena, moadepkuBasi, uro npu Hanmuuuu XCH, oHu
yBenuuuBatoTcst Ha 10 - 15% OT UCXOJHOTO ypOBHS, NOTPEOHOCTH B O€JIKE MOTYT OBITh
yBenuueHsl Ha 50 - 100% [115].

Hcxoas u3 TOro, 4yTo HEAOCTATOYHOE MOTPEOICHUE SHEPIUM SBIAETCS TJIaBHOM
NPUYMHOMN 3aJIep>KKU prOaBKU Macchl Tena u pocra y aereit ¢ XCH, npexacrasiseTcs
JIOTUYHBIM, YTO YBEJIIMYEHUE KOJIMYECTBA MOTPeOJseMbIX KajJopuil OyneT OoKa3bIBaThb
MOJIOKUTENbHBIN A (PEKT Ha €ro POCT U pa3BUTHE.

Unger et al. (1992) nokaszanu, 4TO HYTPUTHUBHAS TOMAJIEPHKKA, BKIIIOYABIIAS
aHanu3 (HaKTUUYECKOro NUTAHUS W KOHCYJIBTAIMIO JUETOJIOra, YBEIUYWIa CpeiHee
norpebnenue kajgopuit oT 90 g0 104% ot pekoMeHyeMoli CyTOUHON HOPMBI U MTpUBEJa
k npubaBke Beca oT 83,1 nmo 88,3% ot wunmeanbHON Macchl Tenma. KoHcymbTanuu
JUETOJIOTa B KOHEYHOM HUTOre CIIOCOOCTBOBAIM MOBBIIMICHUIO 3HAHUN pOAMUTENIECH, 4TO
UTPajio BaXXHYIO POJb B ONTUMM3ALUU MUTAHUS TSHKETOOOJIBHBIX JIeTEeH ¢ MaToioruen
cepaua [150].

B uccnenosanuu B.A. CkBopiioBoii ¢ coaBT. (2011 r) npu HaGmonenuu 3a 10
OOJBHBIMHM TPYJHOTO BO3pacTa ¢ 3abosieBaHusIMU cepaua (9 gereil ¢ quiatanMOHHON
Kapauomuomnatue, 1 pebeHOK ¢ BPOXKIECHHBIM IOPOKOM cepAlla) MOKa3aHO, 4YTO
BKJIIOYEHHE B PALIMOH BBICOKOKAJIOPUITHOM BHICOKOOEIKOBOM CMECH AJI SHTEPATbHOTO
MUTAaHUS  OKa3bIBaJO TIOJIOKHUTEIbHOE BIMSHHUE Ha UMX aAHTPOINOMETPUYECKUE
nokazarenu. Tak, macca Tena aeTeu 3a 2 Helelu yBeandymwiack B cpeaaem Ha 200 £ 41 r.

Opnako, koppekuust nutanust y yactu aereit ¢ BIIC He nmpuBOAUT K AOIKHOMY

3¢ dekTy, B CBA3U ¢ HEBO3MOXKHOCTBIO MOTPEOICHUSI OOJBHBIMU BO3PACTHBIX 00BHEMOB
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nuny. Jackson m Poskitt (1991 r) npennoxkunu oboramaTh nNutaHue (B TOM YHUCIE
IPYIHOE MOJIOKO) TOJIMMEpaMHU TJIIOKO3bl, TaKUM OO0pa3oM yBEIUYMBasi CpeaHEee
norpebienue sHepruu Ha 31,7%, 4TO MPUBOAMIO K YBEJIMYEHUIO Macchl Tena ot 1,3
r/kr/cytku no 5,8 r/kr/cytku [93, 129]. Bmecte ¢ Tem, 3TOT METOJ HMEET CBOMU
HEJIOCTaTKH, TIOCKOJbKY YCBOEHHE KOHIICHTPUPOBAHHOM TJIIOKO3bl JETbMH C
HEJIOCTAaTOYHOCTBIO MUTAaHUA 3aTPYIHEHO M TpeOyeT TUIaTeJIbHOI0O MOHUTOPUHTA
YPOBHSI TJIFOKO3bI KpOBH [93].

Hepenko, HecMOTpst Ha «arpeccuBHbIe» MporpaMmbl nuTanus, aetu ¢ XCH He B
COCTOSIHUM YCBOUTBH JOCTaTOYHOE KOJMYECTBO KaJIOpHi, YTOOBI JOCTUYL W/WIU
MOJJIePKUBATh aJIeKBaTHYIO Maccy Tena. B aTux ciyyasx nenecoodbpasHo odecrieueHue
MUTaHUsl 4Yepe3 30HJ/racTpocToMy. [IpenMyIiecTBO 3TOro MeToja OCHOBAHO Ha TOM,
4YTO peOCHOK HE TPATUT SHEPIHH B MpOLECCe MpUeMa MUILH, CIIET0BATEIbHO, CMOXKET
Jyuiie npuOaBisATh B Macce Tella U POCTe.

B uccnenosanuu D. Bougle et al. (1986 1) 12 HOBOpOXJIEHHBIM MalEHTaM C
muarHo3zoM BIIC, kopmieHue ocCyHIecTBIsUIM uepe3 ractpocromy. Jletn umenu
HOpMaJIbHbIE TEMIIbl pPOCTa IS MX BO3pPacTa, YTO YKa3blBAJI0 HA HEOOXOIUMOCTh
MPOBOJUTH MPOPHUIAKTHUECKOE PHTEPATbHOE MUTAHUE Yepe3 30H] WU TacTpPOCTOMY Y
6onbHbIX ¢ BIIC eme n0 pa3Butus 3aiep>Kku pocra [63].

3acToiiHas cepAedHasi HeI0CTaTOYHOCTh, PAa3BUBAIOIIASICS KaK MPU BPOKIECHHBIX
MOpOKax cep/ua, Tak ¥ MpU KapAUOMMOINATUSX, HETATUBHO BIUSAET HA HYTPUTUBHBIN
CTaTycC JETEM.

B kadecTBe mNpUUMH pa3BUTHUS HENOCTATOYHOCTHM mnuTaHus y gererd ¢ XCH
BBIIEIAIOT sl pakropoB [115, 119, 126, 146, 154].

- HedocmamoyHoe nompebieHue nuwju: CHIDKEHHE alleTuTa, OOYCIOBIEHHOE
TSOKECThIO OCHOBHOTO 3a00JIeBaHMS WJIM B pe3yibTaTe MOOOYHBIX 3(h(PEeKTOoB
MEJIMKAMEHTO3HBIX MPENapaToB; CHUKEHUE TOJEPAHTHOCTU K (PU3NYECKUM Harpy3Kam,
B TOM 4YHCJIE€ BO BpeMs KOpPMJICHHUS; HapyUIEHUS TJOTaHMs, BKJIIOYAIOUIUE
HEKOOPJIMHUPOBAaHHOE COCaHUE, TJIO0TaHHWE, JbIXaHUE; MOMEpPXUBAHUE, CPLITMBAHUE;

yacTele pBOTHl WM npuszHaku ['OPD; mpexneBpeMEHHOE HACBHIIIEHUE WU CAABICHHE
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Kelmyaka, 0o0yCIOBIEHHOE rematoMmeranuel w/wnu acuutom npu XCH; taxumHo?,
TaxXuKapJiusi; OrpaHUUYCHUE KUJIKOCTH; YaCThIEe peCIIupaTOpHbIe HH(PEKIINY;

- No8blUEHHble IHEepeonompebHoCcmu: XpPOHUYECKU MeTabonudeckuil crpecc (B TOM
YUCJI€ TIOCJICONEPALMOHHBIN); OTHOCUTEIBHOE TOBBIIICHUE MBIIMIEYHOH Macchl B
CpaBHEHMH C >XUpoBoW y marueHToB ¢ HII; TaxumHos, Taxukapaus; runepTpodus
MHOKapJa; KOMIIEHCATOPHAS TMOJUIMTEMHUS B OTBET Ha THUIIOKCHIO; TMOBBIIICHHAS
AKTUBHOCTh CUMIATUYECKONW HEPBHOM CUCTEMBI; MH(PEKIINH, JINXOPAIKA, CETICHC;

- HapywieHue 8Cacblanus U YMuau3ayuu Hympuenmos. pBOTa; CHUKEHHBIA KPOBOTOK
BO BHYTPEHHHMX OpraHax; HapylI€HUE 3BaKyallud U3 JKEIYJKa U U3MEHEHUE MOTOPUKHU
KHUIIIEYHUKA, OTEK CJIIM3UCTOM TOHKOW KHUIIKMU (KaK CJEJCTBUE IPaBOKETYI0YKOBOM
CH), npuBoasmuii kK ManpabCOpOLUU HYTPUEHTOB; U30BITOUHAS MMOTEPS HYTPUEHTOB,
BKJIIOYasi OEJIOK-TEPSIOUIYI0 JHTEPONATUIO WM CTeaTopero; W30bITOYHAs MOTeps
MUKPOHYTPHUEHTOB, TaKUX KaK KaJbIUd M KaIuil; atpodusi CIU3UCTON 0O0O0JOUYKH
TOHKOW KHWIIIKHA, TPUBOJANIAS K MalbaOCOpOIMK Yy TAIMeHTOB C HMEIoIIeHcs
HEJIOCTATOYHOCTHIO MMUTAHUS; NePUITUT HHCYIMHOTO100HOTO (hakTopa pocta 1.

J171s1 0OOBEKTUBHOM OIEHKH MOKa3aTesel (PU3nueckoro pa3BUTHUsI YIUTHIBAECTCS HE
TOJIbKO Macca Tena peOeHka, HO M ero poct, Tak kak npu XCH pa3BuBaercs ux
coueTaHHbli nedurut. s aHamM3a aHTPONOMETPUUYECKUX JaHHBIX HCIOIB3YIOTCS
nokasarenu Z-scores, KOTOpble TPEJCTaBIAIOT €000 OTKJIOHEHHS 3HAYCHUUH
WHIMBHUAYaJbHBIX TOKa3zaTeneil (macca tena, poct, UMT) ot cpeaHux 3HaUYCHUU IS
JAHHOW MOMYJISIIUMU, IEJICHHOE HAa CTaHJAPTHOE OTKJIIOHEHUE CpeaHero 3HaueHus [121].

TpagullMOHHO 1711 OUEHKM HApYyUIEHW HYTPUTUBHOTO CTATyCa HCHOJIB3YHOTCS
OMOXMMHYECKUE METOJbl HCCIETOBAaHUSI, BKIIOYAIOIIUE OIpPEACICHHE B CHIBOPOTKE
KpOBU YpOBHs oOmiero Oenka, anbOymMuHa, TMpeanbOyMuHa (TPaHCTUPETHUHA),
comatomeauna-C, tpancdeppuna, C-peaktuBHoro 6emnka [59, 84, 85, 128].

AnbOYMHH XapakTepu3yeTcsi Kak ocTpodas3Hblii OelIoOK M Ha €ro cojiep>kKaHue
OKa3bIBACT BJIMAHUE HAJIWYKME BOCHAICHHUS, MPHUEM MPENApaTOB, HAPYIIAOIIUX
¢dbyHkuio neyeHu. Tak, ObIJIO OTMEUEHO, YTO HU3KUH YPOBEHb aJbOyMHUHA BBHISBIISCTCS

Ipu MICYCHOYHOU HCOAOCTATOYHOCTH, OKOr'aX, CCIICUCC, TPaBMC, ITOCJICOIICPATNOHHOM
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nepuojie, OHKoJIorndeckux 3adoneBanusax [59, 80, 88, 133]. U3BecTHO, YTO YpPOBEHb
anpbOyMuHa MOXxeT ObITh MapkepoMm HII y manueHToB nociie TpaHCIUIaHTAIIMU CepLia.

B uccnenoanuu Prener et al. (2014 r.) mpu HabmoaeHuu 3a 60 B3pOCIBIMU
MalueHTaMu B TEUCHHUE 5 JIET TMOCJe TPaHCIUIAHTAIIMK CcepAma ObUIO MOKa3aHO, YTO
CHIIKEHHUE YPOBHS ajlbOyMHHA SIBISETCS MPOTHOCTHYECKH 00Jiee TOYHBIM MapKepoM
HEJ0CTAaTOYHOCTH MUTAaHUsA, YeM HMHJEKC Macchl Tena [130].

BmecTte ¢ TeM OTMeEUe€HO, 4YTO Jaxke TsDKeIas HEAOCTaTOYHOCTh MUTaHUS,
BBI3BaHHAsl TOJIOJaHWEM Ha (POHE OTCYTCTBUSI BOCHAIUTEIBHBIX COCTOSHHM, TpaBM,
cTpecca M XpOHWYECKHX 3a00JIeBaHHMM, HE COMPOBOXKIAETCS CHIKEHHEM YPOBHS
anbOymMuHa B cbIBOpoTKe KpoBu [80, 130].

Mera-ananu3 63 KIMHUYCCKMX MCCICAOBAHUM, BKIOYABIIMN 2125 dYeoBek,
MOoKa3aja, 4TO YPOBEHb CBHIBOPOTOYHOTO allbOyMHHA SBJSETCS ClIa0BIM MapKepoM
HEJIOCTATOYHOCTHU MHUTAHUS U HE MOXKET HCIOJB30BAThCA JJI TUArHOCTUKH OEJIKOBO-
DHEPreTU4ecKor HemocTaroyHoCcTH. [lo00HAsT 3aKOHOMEPHOCTH TMPOCTEkKEHA K B
HcclIeIoOBaHUM 14 manueHToB ¢ HEpBHOM aHOpekcueit [98].

Eme oguum octpodaszHbiM O€IKOM, CHHTE3UPYEMBIM B II€UCHH, SIBIISETCS
npeanbOymMuH. Ero KoHIEHTpalMs B CBIBOPOTKE KPOBH TakKXe H3MEHSIETCS TpH
BOCIAJIUTEIbHBIX/UH(PEKIIMOHHBIX COCTOSHUSAX U 3a0osieBaHusAX neueHu. CyliecTByeT
HECKOJIbKO KJIFOUEBBIX OTIWYUNA MEXKIYy albOyMHHOM W TpealbOyMHUHOM: TEPHO]
noJtypacriajia mpeajib0yMrHa 3HAYUTEIbHO KOPOUYEe M COCTaBIAET 2-3 JHS, a €ro oOuuid
3amac B OpraHW3Me 3HAYUTEIBLHO MEHbIle, 4yeM anbOymuHa. JIBa sTuUx dakTopa
TEOPETUYECKH IO3BOJISIOT MCIOJB30BaTh YPOBHHM IpealbOyMHHAa B KayecTBe Ooliee
HAJI)KHOTO HWHIUKATOpa OCTPBIX HM3MEHEHMM B COCTOSHUM IHUTaHUS TAlUCHTOB.
OnHako, B CBSI3M C TEM, YTO IIPEalbOYMUH BBIBOJUTCS MOYKAMH, JIFOOOE HAPYIICHUE UX
(GyHKUMY PUBOAUT K YBEIMUYECHHUIO YPOBHS TAaHHOTO O€JKa B CHIBOPOTKE KpoBH [88, 98,
109, 130].

Tpancheppun Takxke sABIseTCS OCTpOda3HBIM OEITKOM, KOTOPBIA HCIOJIb3YETCS
U JUArHOCTUKW  HenoctatouHoctd nwranua [130, 133]. Herounoctu B

HHTCPIPCTAINA PE3YJIbTATOB BO3HHUKAKOT B CBJA3U C Y4YaCTHUCM TpaHC(beppI/IHa B
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TpaHCHIOpPTE JKejle3a B KPOBU U €ro KOHIIGHTpalUs YBEIWYUBAETCA IpU
xenezoaeUIMTHRIX aneMusx [133].

B uccnenosanuu Sergi G et al. (2005 r.) npu cpaBHEHUHU YpOBHA TpaHcheppuHa y
44 manueHTOB C HEIOCTATOYHOCTBHIO MUTAHUSA U Yy 69 MalMEeHTOB C M30BITOYHOW WU
HOPMaJIbHOM Maccoil Tena He ObUIO MOJYyYEeHO HUKAKOW B3aMMOCBSA3U. JTO MO3BOJIHIIO
c/es1aTh BBIBOJI O TOM, YTO TpaHC(EeppuH TakkKe HEe MOXKET HCIOJb30BaThCsl B KAUECTBE
mapkepa HII [133]. Kpome Ttoro, kak u mnpeanbOyMuH, ypOBEeHb TpaHCheppuHa
MOBBIIIAETCS MPU MOYECHYHON HegocTaTtouHoCTH [59, 133].

Takum 006pa3om, U3BMEHEHHE B CHIBOPOTKE KPOBU KOHILIEHTPAIMU TaKHX OEJIKOB,
Kak  anpOyMuH,  mpeanbOyMHH,  TpacHpeppuH,  XapaKTepuzyeT  Halluyue
BOCHAJIMTENBHOIO TpOLEcca, HO HE OTpa)¥aeT TSHKECTH HEeJAOCTATOYHOCTH MHUTAHUS
[133].

B pa6ote FO.B. Epnynesoii (2003, 2006 rr) ObUIO TOKa3aHO, YTO JJISI OLICHKH
COCTOSIHUS MUTaHUS MAIMEHTOB, HAXOASIIMXCA B KPUTUUYECKUX COCTOSTHUAX (OCTpas
abJlOMUHaNbHAsl MATOJIOTHUS, TSKENash COYeTaHHas M YeperHO-MO3roBas TpaBMa,
TepMUYECKasi TpaBMa) U BbIPAOOTKH TAKTHKU HAa3HAYEHHS] HYTPUTHUBHOM MOMJIEPKKU
HE0OX0IUMO OPUEHTHPOBATHCA HA JUHAMUKY KOMILJIEKCa OMOXMMHUYECKUX TOKazaTenen
- KOHLEHTpaluuu aibOyMuHa, TpaHcTuppetuHa, C-peaktuBHoro Oenka, o-1-
aHTUTPUIICHHA, opo3omykouna [16, 17].

[TonoOHoe wuccnenosanne mnposeaeHo II.A. Kaporam (2006 1), B KOTOpOM
OLICHMBAJINCh M3MEHEHMsI YpOBHA OEJIKOB OCTpoil (a3l BOCHAJIEHUS MPU OCTPBIX
kumeyHbix uHpexkuusax (OKUW) y gereitl. Ilokazano, uro nmpu OKU y 87,5 % nerei,
HE3aBUCUMO OT 3THOJOTHMU 3a00JIeBaHMs, OTMEYAIOTCA HW3MEHEHHUS KOHUEHTpaluu
0eJIKOB OCTpO# (ha3bl BOCTIANICHUS - TOCTOBEPHOE MOBBIIIEHUE B 4 U OoJiee pa3 ypOBHS
OpO30OMYKOHJA  II0  CPaBHEHUIO C  KOHTPOJIbHOM  TpPYyNIIOHW,  CHUXEHHUE
TUPOKCUHCBA3BIBAIOUIETO MpeanbOyMUHa, TpaHCPEppruHa U adbOyMHHA MPU TKEIBIX
dbopmax OKU B 1,5-2,5 paza, 4TO KOppeIUPYeT C TUMNONPOTEUHEMHUEH U SBIAETCS
KPUTEpPUSAMH PUCKA PAa3BUTHS HEJOCTATOUYHOCTU NMUTAHUA [24].

N.A. iocekeeB (2011 r) u3yyan HyTPUTUBHBIN CTAaTyC y J€TEH C XPOHUYECKUM

06Cpr1(TI/IBHBIM HI/IeJIOHe(l)pI/ITOM B I0- U pAHHCM ITOCJICOIICPALIMOHHOM IICpHUOIax H
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MOKa3all, YTO y BCEX MAIMEHTOB OTMEYaJIOCh CHIKEHHWE KOHUEHTpAlMU adbOyMHUHA U
TpaHcdeppuHa Ha (poHe MoBkIlIeHNus KoHIleHTpauuu C-peakTuBHOro Oenka [15].

B wuccnenopanun C.P. buptokoBoit (2013 1) y gereii ¢ BIIC B panHem
MOCJIEONEPALIMOHHOM nepuojie BBISIBJICHBI KaTaboJIMyecKue U3MEHEHMUS,
MIPOSIBIISIIONINECS CHIDKEHHEM o01iero Oenka, anboymuHa. Y 62,5% nereit 10 roga u 'y
37,9% nereii ot 1 roga 1o 3 et otMeuyanock cHukeHue yposHs UDOP-1. B o ke Bpems
Ha3HAuY€HUE HYTPUTUBHOMN MOAJAECPKKH C MCIOJIb30BAHUEM IOJIY3JIEMEHTHBIX CMecel y
o6onpHbiXx ¢ BIIC mno3Bommio K 5-M MOCJHEONEpPAlMOHHBIM CYTKaM YIYYIIUTh
MoKa3zaTeln CHUHTe3a Oelika, YMEHBIIUTh AKTUBHOCTb CHCTEMHOrO BOCHAJCHHUS U
BBISIBUTH TEHJICHIIMIO K YIYYIICHUIO COMAaTOMETPUYECKUX MOKa3areneit [41, 42].

Jns  ompeneneHuss TAKTUKU — JIUETOJOTUYECKOTO  JIeYEHUsT  OOJBHBIX €
HEJIOCTAaTOYHOCTBIO MHUTAHUS YCTAHABIMBAETCS CTENEHb BBIPAXKEHHOCTH JAepuIuTa
Macchl Teja W pocTa, OMPENEISIOTCS OCHOBHBbIE MPUYMHBI HapylIeHUS (HU3MYECKOTO
pa3BUTHs, aHANM3UpYyeTCsl aKkTHuueckoe nuranue pedeHka. Koppekius KkauyecTBEHHOTO
M KOJMYECTBEHHOTO COCTaBa palMoOHa MPOBOAUTCS C YYETOM (PU3HOTOTUYECKUX
NOTpeOHOCTEH MalMeHTa B MUIIEBBIX BELIECTBAX M HHEPIUHU, €ro (PyHKUHMOHAIBHBIX
BO3MOXKHOCTEH, cnenuduku narojoruu [4, 11, 19, 20, 21, 26, 39, 44].

OTtcTaBaHue Macchl Tena M 3aJepKKa pocTa OT OOIIENPUHATHIX CTaHJIAPTOB IS
Bo3pacTa u nosa y nauueHtoB ¢ XCH MoxeT, kak ycuJIuBaTh HapylUIEHUE CEpACUHON
byHKuMK, Tak U SBASAThCS €€ pesyibTaToM. boiabHbie XCH uMe0T MNOBBIIEHHBIE
OCHOBHBIE JHEPreTUYECKHUE 3aTparhbl, I[MOATOMY HYXKAAIOTCS B JOMOJHUTEIHLHOM
MOCTYIUUICHUU SHEPIUH € MUILEH Ajig o0ecrieyeHus: X HOPMaJbHOTO POCTa U Pa3BUTHSL.
OnTtumanbHOe mMOTpedsieHne Kanopuii o0biuHO cocrtaBisier oT 120 nmo 140% ot
HHEPreTUYEeCKUX MOoTpeOHOCTEN Ha BO3pacT U noil. Ecnu sHepreTrueckue moTpeOHOCTH
3I0POBBIX JIeTEH IPyHOTO Bo3pacTa cOCTaBIsAOT okoyio 110-120 kkan/Kr macchl Tena,
TO TMPHU 3aCTOMHON CEepJECYHOW HEAOCTATOYHOCTH MPOUCXOAUT UX yBenudeHue a0 150
KKaJI/KI' Macchl Tela, a JOCTHXKEHHUE TaKOTO YPOBHS HEBO3MOXHO 0€3 BKJIIOYEHHUS B
ne4eOHbIN PalMOH CIEeNHATM3UPOBAHHBIX POAYKTOB C MOBBIIIEHHON YHEPreTUYeCKOn

LeHHocThio [52, 53,93, 111, 115, 116, 126, 146].



32

[Ipu TspKenmoit HemoctaToyHocTH TuTaHust y OonbHbIX ¢ XCH couetaetcs
SHTEpaAJIbHOE W TapeHTepaibHOEe muTaHue. [lapeHTepanbHOE NMUTAHUE JOJIKHO OBIThH
000CHOBaHHBIM, COQJIAHCUPOBAHHBIM W MAaKCHUMaJIbHO KPAaTKOBPEMEHHBIM U3-3a
OMAaCHOCTH Pa3BUTHUSL TSKEIBIX OCIOXKHEHUH. B mepBble OHU HCIOIB3YIOTCS
AMUHOKHCJIOTHBIE TIperapaThl U PacTBOPHI TJIIOKO3bI, 3aT€M J00aBIISIIOTCS >KUPOBBIC
sMmyibcun. [lapaienbHO TPOBOAUTCS MapeHTEpajbHAs KOPPEKUUS JIeTHApATAIUH,
HapyIICHUH  KUCJIOTHO-OCHOBHOTO  COCTOSIHUSI  (Kak  MpaBWiIo,  aluio3a) H
AJIEKTPOJUTHBIX HapyieHun [4, 11, 40, 42, 115, 123, 126].

DHTepalbHOE TUTAaHUE y JIeTel paHHero Bo3pacta ¢ XCH H0KHO HauMHATHCS C
HAa3HAUYCHUS  CHCHHAJIM3UPOBAHHBIX  TPOAYKTOB -  CMECEd  HAa  OCHOBE
BBICOKOTHAPOJIM30BAaHHOTO MOJIOYHOTO O€lika, He COJIepIKaIIUX JaKTO3y, 000TaleHHBIX
CpeaHENeNnoYeuHbIMHU TpuriulepuaaMmu. OHu 00eceYrBalOT MaKCUMaIbHOE YCBOCHUE
MUATATEBHBIX BEHIECTB B YCJIOBUAX 3HAYUTEIBHOTO YTHETEHUS IE€peBapUBaAIOLICH U
BCACBIBAIOIIEH CIIOCOOHOCTH MHUIIEBAPUTEIIBHOIO TpaKTa. JHEpPreTUdYeckas IEHHOCTh
yKa3aHHBIX MPOJYKTOB KoJiebetcs B mpenenax 0,66 - 0,70 kkan/mn [11, 40, 115, 123,
126].

Crneunann3upoBaHHBIM MPOJYKTOM ISl SHTEPAIBHOIO MUTAHUS JETEU MEPBOTO
rojla J>KU3HU  SIBJSIETCS  BBICOKODHEpPreTHYEeCKass U BBICOKOOEIKOBas  CMeCh
«Uudatpunn», comepxamas 1 kkan/min. MccnegoBanusi B.A. CKBOpLOBON C COaBT.
(2011) nmnokazanu, 4YTO JaHHOM MPOAYKT OOJAZaeT BBICOKOM  KIMHUYECKON
3O PEeKTUBHOCTRIO Yy JE€Tel C HEJAOCTaTOYHOCTHIO MHUTaHUSA, B TOM YHCIE
Kkapauonarosioruei [36, 37, 139].

[Ipu TsDKENOW HEAOCTATOYHOCTH TMHUTAHUS METOJOM BBIOOpa  SABIISIETCS
JUTUTENIBHOE SHTEPAIbHOE 30HJIOBOE€ TMHUTAHUE, KOTOPOE CHUXKAET SHEProTpaThl Ha
nepeBapuBaHue U yCBOEHUE HyTpueHTOB. [Ipu TakoM criocobe KOpMIICHUS YIIydIIaeTCs
MOJIOCTHOE TMHINEBAPEHUE, ITOCTEIIEHHO TIOBBIIMIACTCS BCACHIBAIOIIAsl CIOCOOHOCTH
KUIIKKM M HopManu3yercss Moropuka BepxHux otaenoB JXKT. Cpoku mnpoBeneHus
30HJOBOTO TIHTAaHUSA KOJEOJETCS OT HECKONbKMX ITHEH 10 HECKOJIBKUX HeIelb U

oOyclioBeHbI cTenenblto TsxecTd XCH 1 BbIpaK€HHOCTHIO HAPYIIEHUH TOJIEPAHTHOCTH

k namie [11, 40, 92].
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[Ipyu  yAOBJIETBOPUTEIHHOM  TEPEHOCUMOCTH  HA3HAYEHHOTO  MHUTAHUSA
SHEpreTHYecKas IEeHHOCTh YyBenuuuBaeTcs g0 130 - 150 xkkan/kr/cyt (pacuer
MPOBOJMTCS HA JOJDKEHCTBYIOIIYIO MacCy Teja), TOBBIIIACTCS  COJIEp)KAHHE
HYTPHUEHTOB: OEJIOK - 10 5 T/KI/CyT, XHp - 10 6,5 T/Kr/cyT, yriaeBoasl - 10 14-16 r/kr/cyT
[3, 4, 11, 40, 92].

BaxxHpiM mokazateyieM aJeKBaTHOCTH HA3HAYEHHOTO JIEUeOHOro MHUTaHUS
SABJISIETCS MpuOaBka mMacchl Tena. OnTuMaabHOM cuuTaeTcsl mpudaBKa MacChl Tejla JIs
pebenka mepBoro roja xu3Hu 20-30 r/cyr. IlocTenenHo, ¢ 4-Mecs4yHOTrO BO3pacTa,
6ombHbIM XCH BBOAST MPOAYKTHI MPUKOPMA, MPEUMYIIECTBO OTAACTCS YHEPrOEMKUM
MpOAyKTaM - OE€3MOJIOYHBIM KalllaM TPOMBIIIJIEHHOTO BBIMYCKa, IS pa3BeACHUs
KOTOPBIX  HMCHOJIB3YIOTCS  JieueOHble cMecu. (Oco0oe BHUMaHHE  yIesseTcs
JIOCTAaTOYHOMY COJIEP)KaHHIO B pallMOHAX MUTAHUS MSCHOTO IMIOpE, OBOIIEH, (PYKTOB,
pactutenbsHbix Macen [11, 40, 92].

[Ipu opranmzanuu nurtanus OonapHOro pebenka ¢ XCH Oosbiioe BHUMaHUE
yIeNIeTCsl 00ECIeUeHUIO IOCTATOYHOTO BOJAHOTO OajlaHca NP YCIOBUU OTpaHUYCHUS
CYTOYHOTO0 OOBbeMa MOTPeOasIeMON KUAKOCTH, KOTOPBIA OMpeNensieTcss BEIUYUHON
nuypesa. [Ipu coctaBieHnu jieueOHOTO pallioHa BaXKHO YYUTBHIBATH COAEPKaHUE BOJIBI
B MOTPeOseMBbIX THIIEBBIX MPOAYKTax. KoJWYecTBO BBIMUBAEMON KUIKOCTH
orpannuuBatoT HaunmHasg ¢ XCH IIA. Tak, nmoapoctok ¢ XCH IIB-III He nomxken
ynotpe6ssath 6onee 800 mi/cytku [6, 7, 8, 43, 77, 78].

OrpaHudeHue >KUJIKOCTH U COJIM SIBJISIETCS BaXXHBIM JIeY€OHBIM (PaKTOpOM
0COOEHHO B MEPUO/I JEKOMIICHCAIIUU CePJICUHOM AesaTeNbHOCTH [6, 7, 8, 28, 34, 43].

B pexkomenmamusax Acconuanuu JETCKUX KapauoyioroB Poccum mo BeaeHUo
nereit ¢ XCH (2010) yka3biBaeTcsi, 4YTO JH€Ta C BBICOKMM COJACPKaHUEM COJIH (BBIIIE 3
I/CyTKH) OKa3blBa€T HETAaTHUBHOE BJIMSIHUE HA OPraHuU3M OOJBHOTO H3-3a TEperpy3Ku
KUJKOCTBIO MU MOXKET YCHJIMBATH/IIPOBOIUPOBATH JekommeHcanuio [43]. CHuxeHue
noTpeOJieHus  COJM,  MOMHMO  TIpeJOTBpalieHuss  o0OCTpeHUM  cepAcYHOM
HEJIOCTATOYHOCTH, CIIOCOOCTBYET YMEHBIIICHUIO IO3UPOBKHU JUYPETHUECKON TEpaIuu.

Oco6oro BHUMaHHS CHENUATMCTOB HYTPUILIMOJIOTOB 3aciyxkuBatoT aetu ¢ BIIC

IMOCJIC oOIcpalunuun doHTeHa BBUAY PCAKOI'O, HO TAXKCIOIO OCJIOKHCHHA OIICpalunu —
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Oeylok-Tepsifoliel  dHTeponaTuu. Takue OoOJibHbIE HE  TOJBKO  MCHBITBHIBAIOT
HHEPreTUYecKuid AePUIUT BCIEACTBUE H30BITOUHON MOTEpH OeiaKa M «KUPOBOW
JIUapeu, HO y HUX TaKXke 3aTpy/HeHa a0copOuus JUIMHHOLEIIOYEUYHbIX TPUTIIULEPUIOB
yepe3 muMpaTuieckyro cucteMy kuimieunuka [47, 58, 94, 149, 120, 137, 141, 144].

Bocnonnenue 0€lKOBBIX MOTEPh BO3MOXKHO TOJBKO ITYTEM COOIIOACHUS TUETHI,
BKJIIOYAIOIIEH BBICOKOE cojepxanue Oenka (6osee 3 r/Kr/cyT), HU3KUUA YPOBEHb KUPOB
(menee 25% DHEpProlLIECHHOCTH palMOHA) C MCKIIOYEHUEM SKHPOB KUBOTHOTO
MIPOUCXOXKJCHUS U 3aMEIIeHUeM HUX CPEJHELENOYCYHBIMU TPUTIULEPUAaAMHU, KOTOPbIE
MUHYS JTUM(PATHYECKYIO CHCTEMY KHIIEUYHHKA, BCAChIBAIOTCA HEMOCPEACTBEHHO B
KpoBOTOK [94, 149].

Ha3znauenue crnenuanu3upoBaHHOU IUEThl («d(PGEKTUBHOr0» MHUTAHUSA) BAXKHO
JUTSL JOCTUXKEHUS TIOJIOKUTENbHBIX Pe3yJbTaTOB MEIUKaMEHTO3HON Tepanuu, 0COOEHHO
MpUHUMAas BO BHUMaHHUE XpOHUYECKU kaTabonuueckuit ctatyc pu bTD [94, 149].

B cinyuae nanpHeimero mnporpeccupoBanusi bTD, mepBbIM JOMOJIHUTEIBHBIM
npenapaTroM SBISETCS SHTEPATbHBIM CEJIEKTUBHBIM KOPTHUKOCTEPOUA — OYIAECOHM]I.
HeTsim 1o 8-Mu JeT Ha3HayalT 6 M B CYTKH, y 0oJiee CTapIIuX MallMeHTOB - CyTOYHAas
no3a coctaBisieT 9 mr. Ilpu noctwkeHUN MoNOKUTENbHOrO 3¢ deKTa, A03a mpenapara
CHIDKAETCSA J10 MOJJICPKUBAIOINIEH - 3 M1 6 MT B CYTKH COOTBETCTBEHHO [94].

[Ipu coxpanenuu unu nporpeccupoBanuu cumnromoB bTO Ha (one neuenus
OyJEeCOHHIOM, C UEJIbl0 Ba3oAMJIATAUMU JIETOYHBIX COCYJIOB U  YIYYIICHUS
TpaHCHyJbMOHAPHOIO KpPOBOTOKAa, Ha3HavaroT cuijeHaduna. B cayudae orcyTcTBUA
s dexTa clenyronM 3TanoM Ha3HA4aeTcsl MPEIHU30JI0H WM MOJKOXKHBIE BBEIACHUS
HU3KOMOJIEKYJISIpHOTO renapuna [23, 35, 94, 120, 149]. Ecniu HM OIMH U3 3TUX METOJI0B
He siBsieTcs YO PEKTUBHBIM, pacCMaTPUBAETCS BO3MOXKHOCTD MTPOBEACHUS (eHecTpaluu
npeacepaHou neperopoaku [23, 35, 94, 120, 149].

[Tatmentsl ¢ BTD mnocne onepauun POHTEHA, KOTOPHIE HE OTBEYAIOT Ha
MPOBOJUMYIO TEpanui0 WIM HAXOASATCS B TPYNIE BBICOKOTO pHUCKA CMEPTHOCTH,
JOJIKHBI IPOXOAUTH 00CNeJoBaHUE HA MPEAMET MPOBEICHUS TPAaHCIUIAHTALMU Cepila
[94, 120]. Xwupypruueckoe mneueHne bTD HampaBieHO Ha YCTpaHEHHE IPUYHH

BEHO3HOU runeptensuu [23, 35, 94, 113].
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Hcxonst n3 BBIIECKA3aHHOTO, OTYETIUBO BUIHO, YTO HEJOCTATOUYHOCTh MUTAHUSA
y nereii ¢ XCH TpeOyeT mpHCTaJbHOIO BHUMAHUS M KOPPEKIHMH, TaK KaK MOXET
MIPUBOAUTH KAK K KPAaTKOCPOYHBIM, TaK M K JOJITOCPOYHBIM MOCIEACTBUSAM. JleTu c
BPOKJIEHHBIMU MOPOKAMH CEPALIA U HETOCTATOYHOCTBHIO MUTAHUS B JOONEPALMOHHOM
NEepHOJIe MPEAPACIIONOKEHBI K YaCTHIM UH(DEKIIMOHHBIM OCJIOKHEHUSIM, U3-3a AePuIuTa
Macchl Tejla UM HECBOEBPEMEHHO MPOBOJUTCS KM3HEHHO HEOOXOIMMOE OINEepaTUBHOE
JICYeHHE; B IMOCJICONEpPAMOHHOM TMEepUOJAe TaKhe TMAalMeHThl CKIOHHBI K Oolee
JUIMTETLHOMY 3Q)KUBJICHUIO paH, MPOJOJLKUTEIbHOMY TNpPeObIBAHUIO B OTHAEIECHUU
MHTEHCUBHOM TEpanuy, YTO YMJIMHSIET CPOK TFOCHUTAIU3ALMNHU, & B TSHKENBIX CIydasix
YBEJIMUUBAET PUCK JIETAIbHOTO Hcxona [49, 52, 53, 56, 61, 67, 110, 132, 145, 148, 156].

B nonrocpoyHodl mEpPCHEKTHUBE OTCYTCTBHE CBOEBpeMeHHON koppekuun HII
MOXET MPHUBECTH K 3aJEPKKE pOCTa M KOTHUTUBHOIO Pa3BUTUSA B JETCKOM H
MOAPOCTKOBOM Bo3pacTe. Kak Mokazanu KIMHUYECKHE HCCIEAOBAaHUSA, CBOEBPEMEHHO
npoorneprupoBanHble MiaaeHpl ¢ BIIC uMeOT MakCMMallbHbIE BO3MOYKHOCTU IS
peanu3aluu TEeHETHYECKOTO TMOTEHIMalda MO JOCTHKEHHUIO aJeKBATHBIX Macco-
POCTOBBIX IIOKa3aTejleu. Y JeTe C HAapyLIEHUSMHU JIMHEMHOTO pOCTa BO3MOXHA
3a/iepKKa MOJIOBOTO Pa3BUTHS: MOJIOBOE CO3PEBAHUE Y HUX OOBIYHO HAYMHAETCS TOCIe
JTOCTHXKEHUSI HOpMajibHOro pocta 12-13-netHero pedenka [146, 151, 152].

B uccnenoBanuu 1978 r. mokaszaHo, 4TO JIE€TH C «CUHUMH OPOKAMU» B BO3pPaCTe
10 3-X JeT uUMerT 0ojiee HU3KOE HHTEIUIEKTYalbHOE pPa3BUTHE, MO CPABHEHUIO CO
3I0POBBIMU CBEPCTHHKaMH [146].

Takum oOpa3oM, HYTPUTUBHAs TMOJAJEpPKKAa paccMaTpUBaeTCs KaK 4YacThb
KOMIIJIEKCHOT'O JIEYEHUSI XPOHUUECKON Cep/IeYHOM HEeJ0CTaTOUHOCTH, 0OecreurnBaromnas
HE00X0IMMOE TIOCTYIUUICHUE SHEPIUH U OesKa HE TONBKO JJIsi KOPPEKIMH UMEIOIIErocs
neduurTa HYTPUEHTOB, HO WU JJIsl NMPEJOTBPAILIEHUS €r0 Pa3BUTHUsS B JajbHEHIIEM.
Opranu3oBaTh MaTOr€HETHUYECKYI0 JAMETOTEpanHio NalueHTaM ¢ 3a00JeBaHUSIMU
cepAlla TOJIBKO 3a CYeT HaTypaJbHbIX NPOAYKTOB YJaeTcs HE Bcerga, a Ipu
nporpeccupytouieii XCH npaktuuecku HeBO3MOXKHO. Jluera peOeHKa ¢ XpOHUYECKOU
CEpJIEYHON HEIOCTATOYHOCTHIO JIOJKHA OBITh BBICOKOOEIKOBOW BBICOKOKAJIOPUHHOM,

COACPKATb  OOCTATOYHOC KOJIMYCCTBO BUTAMHWHOB n  MHUKPOIJICMCHTOB, qTo
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obecnieunBaeT BO3pOCLINE META0OIMYECKHE NOTPEOHOCTH MHOKapja B YCIOBHSX €ro
runepyHKIum.

Jlist mpeaynpexaeHus, HOpMadu3aluy U MOAAepKaHUs JOJIKHOTO HyTPUTUBHOIO
craryca pebenka ¢ XCH HeoOXonuMbl CBOEBPEMEHHAsI OLICHKA aHTPOIIOMETPUUYECKUX
nokaszarefned W aJeKBaTHas KOPPEKUMsI NHUTAHHUS, YTO BO3MOXXHO IOJHOLEHHO
OCYIIECTBUTh MPHU HAJIUYUU MATOTCHETUYECKH OOOCHOBAHHBIX MEPCOHAIM3UPOBAHHBIX

aJIrOPUTMOB HYTPUTUBHOW MOAJEPKKU JETEU C KAPAUOJIOTMYECKON ATOJIOTUEH.



I'naBa 2. MATEPHUAJIBI U METO/IbI UCCJIEAOBAHUA

HccnenoBanne BoimogHEHO B PI'AY «HayuHbli LEHTp 340pOBbA JIETEW»
MunznpaBa PO (nupexkrop — akagemuk PAH, n.m.H., npodeccop A.A. bapanos) B
nepuo ¢ okTs0pst 2013 r. mo anpens 2016 r. OOGcnenoBaHre U HaOIIOICHHUE 32 JETHbMHU
ocymectBisuiock B HUM nenunatpun «HI3» Munsznpasa Poccun (IupexTop - 4jieH.
kopp. PAH, n.m.H., npodeccop JI.C. HamazoBa-bapanoBa) Ha 6a3e KapAHOJIOTHYECKOTO
oTneneHus (3aBenytonas — A.M.H., npodeccop E.H. bacapruna) u otaenenust nuranus
310poBOTrO M 0OJIBHOTO pebeHka (3aBeayromias - JI.M.H., mpodeccop T.O. BopoBuk).
NHCcTpyMeHTaNIbHBIE JTMarHOCTUYECKHE HCCIEOBaHUS TMPOBEJAEHb B OTICICHUU
yIbTPAa3BYKOBOM  JMArHoCTUKU  (pykoBoauTenb - K.M.H. [.B. PeByHeHKOB),
PEHTI€HOBCKOW AMarHocTuku (pykoBoautenb - A.M.H. E.H. Ilpiruna), madopatoprHom
otnene (pykoBoauTens - 1.0.H. H.A. MastHCkuif).

HucceprannonHas pabora Oblia MpoOBeJIeHA B COOTBETCTBUU C IIAHOM Hay4yHO-
uccnenoBarenbckux pador ®I'AY «HI3A» M3 PO Ne 01201351621 0506-20140037
«CoOBepIICHCTBOBAHNUE TEXHOJOTHH  (PYHKIIMOHAIBHOTO U  JICYEOHOro MUTAHUS
3JI0pPOBBIX M OOJIbHBIX JieTel Ha 0a3e OTEYECTBEHHOW MHIYCTPHUH JAETCKOTO MUTAHU,
noapasnen «OlLeHKa pacnpoCTPAaHEHHOCTH HEIOCTATOYHOCTH MHUTAHUS Yy JETed C
XPOHUYECKON COMAaTHYECKOM U ypOaHJIPOJOTMYECKOM TMAaToJOrued B  YCIOBHUSX
CTallMoOHapa U pa3paboTKa MyTell ee TUEeTOIOrHYeCKON KOPPEKLIUM.

[lon waOmogeHueM Haxoauioch 153 pebOenka ¢ 3a0o0JieBaHUSIMU  CEPJLIA.
Bonbabie ObUM pa3aenensl Ha 2 rpynnsl: | rpynny coctaBuiu 87 (56,8%) nmaiueHToB ¢
kapauomuonatusmu, Il rpynmy - 66 (43,2%) OOJABHBIX C BPOXACHHBIMH MOPOKAMU
cepana. Cpeau MarMeHToB, BKIIOYEHHBIX B UCCIIEIOBaHUE, MATBYMKOB ObLIO 70 (46%)
u neBouek — 83 (54 %). Bo3pact nereii BappupoBai ot 1 o 16 Jner.

OO6cnenoBaHue MalMEHTOB BKIIOYAJIO O0lIee KIMHUYECKOe HaOII0EeHUE, OIICHKY
(bu3HYecKoro pa3BUTUs, OMOXUMUYECKUE U MHCTPYMEHTAIbHbIE METO/Ibl UCCIIE0BAHMS,
a TaKXe CrelalbHble JUETOTOTUYECKUE METOIbI.

Knunnyeckoe o0cnenoBaHue OOJBHBIX C KAapAUOJOTMYECKOW MaTOJOTHEH

IMpOBOAUIIOCH I10 O6H.ICHpI/IH$ITBIM CTaHdapTaM U BKIIHOYAJIO OUCHKY JdHHBIX dHAMHC34,
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UCTOPUU PAa3BUTHSA HACTOSIIEr0 3a00JeBaHHUA, KalI00 U KIMHUYECKUX MPOSIBICHUN
OOJIe3HM, XapakTepa COIMYTCTBYIOLIEH MAaTOJOTMH, JIEUYEHHUs, MPOBOJAUMOIO JI0
obpamenust B OI'AY «HI3/I» M3 PO.

OneHka COMaTUYECKOro cTaTryca BKIOYaNa (QU3MKAIbHBIA OCMOTP MO
CTaHJAPTHOMY IUIAHY C aHajJu30M OOLIEro COCTOSHUSI M CaMOYYBCTBHS MalleHTA.
OueHuBaIoCh COCTOSTHUE KOXKHBIX IMOKPOBOB M BHUAMMBIX CIM3UCTBIX, (DYHKIUN
OTJEJIBHBIX OPTaHOB U CUCTEM: CEPACUHO-COCYAUCTON, OPOHXOJIETOUHOH, KEITYJOUHO-
KHUILIEYHOTO TPAKTa, MOYEBBIBOSILEH CUCTEMBI U JIp.

JlaGopatopHbie METO/IBI:

® Dpa3BepHYTHIA  KIMHUYECKUH  aHalW3  KPOBM  C  OIEHKOM  IPHU3HAKOB
OCTPOBOCTAJIUTEIBHBIX U3MEHEHU;

e 00muiA anHanmu3z MoOYM (WIS UCKIIOYEHUS  M3MEHEHHM CO  CTOPOHBI
MOYEBBIJICIUTEILHON CUCTEMBI);

® ICCJICIOBAaHUE YpPOBHsI OCJIKOB B CHIBOPOTKE KpoBH (00U OeloK, anbOyMuH,
npeajbOyMuH, C-peakTUBHBII 0eJloK, TpaHcheppuH) IIPOBOAWIIH
KOJIOPUMETPUUECKU-POTOMETPUUECKUM METOJ0M Ha OMOXMMHMYECKOM aHAIU3aTOpe
UniCel DxC 800 u UniCel DxC 600 (Beckman Coulter, CIIIA). YpoBenb
comaroMenuHa-C  ompenensyii  XeMWIIOMUHECUEHTHBIM ~ MUMMYHO(EpMEHTHBIM
MeTo10M Ha uMMyHoxuMuueckoM ananuzatope LIAISON XL (DiaSorin, Utanus).
NHCcTpyMeHTaNIbHBIE METOIBI:

® JJIEKTpOKapauorpauueckoe MCCIEIOBaHUE BBIMOJIHSAIM B 12 OOMIENPUHATHIX
OTBeJcHUAX  Ha 12 ka”aimbHOM »siekTpokapauorpade Mortara ELI 350 u
anmurensHyto peructpaunio OKI' mo meroxy Holter Ha Tpex kaHanbHOM mpudope
Oxford Medilog Exel-3;

e 0030pHasg peHTreHorpagusi OpraHoB TPYAHOW TOJIOCTH NPOBOJAWIACH Ha
pentrenorpaduueckoit ycranoBke Italray Clinodigit. Ananu3y mnojBepraiuch
MoJIOKeHHe U opMa cep/lia ¢ OLEHKON KapJuOTOPaKaIbHOTO MHAEKCA, COCTOSHUE
OCTaJIbHBIX OPraHOB I'PYJHOM KIIETKH, UX B3aUMOOTHOILIEHUE C CEpJCYHOU TEHBIO,

COCTOSHUC MAJIOT'O Kpyra KpOBOO6paH_ICHI/IH;
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e HXOoKapauorpaduueckoe HcclieJOBaHUE MPOBOAMIN HA YJIbTPAa3BYKOBBIX allaparax
Sequoia 512 (Acuson, CIIIA), Prosound SSD - 5500 SV (Aloka Amnonus), Sonos-
5500 (Philips, CIIIA), Aplio XG (Toshiba, fmnoHus) CEeKTOpHBIMH JaTUYUKAMU,
paboTtatonuMu B auama3zoHe yactor 3,0-6,5 MI'm. JIjis OLleHKH CTPOCHHS JIEBOTO
KEITyJgouKa cepaua U3MepsIIn KOHEYHO-TUACTOJIUYECKYIO TOJIUHY
MexokenygoukoBoi neperopogaku (MXKII, mm), koneuno-cucronunueckuit (KCPJDK,
MM) W KoHeuHo-auactonudeckuii (KPJIDK, mMm) pasmepsl JieBoro >kemyaouka,
KOHEYHO-/TMACTOJIMYECKYIO TOJIIUHY 3aHed CTeHKu JjeBoro skenynouka (3CJDK,
MM) W paccuuThiBaii KoHeuHO-cuctoinyeckuit (KCOJDK, M) um  KoHe4yHO-
nuactonuueckuin (KIOJDK, M) o6beMbl neBoro >kenyaoudka mo ypaBHeHuio L.E.
Teichholz et al. (1972):

KCOyx=[7/ (2,4 + KCPx)] x KCPix,
KOO = [7 / (2,4 + KIPx)] x KIP s,

J1J1sl OLIEHKU CUCTOJIMYECKON (DYHKIIMU JIEBOTO KEITYyJ0UKa Cep/ilia pacCUUTHIBAIH

dpakmuto BeioOpoca (OB JIXK) o dopmyie:
®B JIK = [(KAO % — KCOmx) / KIOmx] x 100%, %,

JloJDKHBIE TIOKa3aTelu CpaBHUBAIU C (DAaKTUYECKUMHU BEJIIMUYMHAMH, CTEICHb UX
OTKJIOHEHHUs OT HOpMbI ompenensuiu B npouenrax (Cyrak A.b., Usanos A.IL., 2006).
Huactonuueckass (YHKIUS JEBOro JKelyJAouykKa ceplua OIeHUBalach B PEXUME
MMITYJIbCHOBOJIHOBOM AOMIIeporpaguu, perucTpupoBajin CKOpocTh panHero (E, m/cek)
JIUACTOJIMYECKOTO HAIOJHEHUS JIEBOTO KEIYJ0uKa, CKOPOCTh KPOBOTOKA B CHUCTOIY
neBoro mnpezacepaus (A, M/CeK) U pacCUUTHIBAIIA OTHOIIEHUE YKa3aHHBIX CKOPOCTEH
(E/A). PaccuuThiBanuch MHIAUBUAYAJIbHBIE JTOJDKEHCTBYIONIME 3HaUYeHHs pazmepoB JIK
(B COOTBETCTBHH POCTO-BECOBBIMH MOKA3aTEISIMU MAIIMEHTA 110 YPABHEHHUSM CTEIIEHHOMN
perpeccuun) u OTHOIIEHHE (PaKTUUYECKUX 3HAUECHUHN B MPOLIEHTAX K JIOJKEHCTBYIOLIUM.

Jus  oueHku  craguu  HejoctarouHocth  kKpoooOpamenus (HK) wu
¢dbynknuonanpHoro kiacca (®K) wucnonp3oBanu knaccudukamuio Poccuiickoro
oO11iecTBa CrenUanrucToB 1o cepaeunoit Hepoctatounoctu (OCCH, 2003), ocHOBaHHYIO
Ha CTPYKTYPHBIX HM3MEHEHUSX CEpJilla U Ha TOM, KaK 3Ta MATOJIOTHUS OTpakaeTcs Ha

KInHn4eckux nposieiaenusx CH (tabmuma 2.1.).
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Tabnuua 2.1.

HanunonansHas kiaaccupukanusa XCH (OCCH, 2003)

Cragnun XCH @yHkunoHabHbIE Knacchl XCH

I Hauvanbnas cranus 3a6oneBanus Orpanuuenust puzndeckoin
(mopaxkenust) cepaua. [ ®K | akTHBHOCTH OTCYTCTBYIOT: IPUBBIYHAS
I'eMmoanHaMuka He HapyllIeHa. ¢u3nueckas akTUBHOCTb HE
CkpblITas cepaeydHas COIMPOBOXKIaeTCs OBICTPOI
HEJI0CTATOYHOCTb. YTOMJIIEMOCTBIO, ITOSIBIICHUEM

OJIBIIIKY WM CepALICONEeHHUS.
[ToBeIlIEHHYIO HAarpy3Ky OOIBHOM
IIEPEHOCUT, HO OHA MOXKET
COIPOBOXK/IAThCS OABIIIKON U/UITU
3aMeJIJICHHBIM BOCCTaHOBJICHUEM CHII.

ITA | KnuHM4YecKku BbIpaKE€HHas HesHnauntensHoe orpaHnueHue
cTaaus 3a00JIeBaHUS II ®K | puznveckoit aKTUBHOCTH: B TIOKOE
(mopakenust) cepaua. CUMIITOMBI OTCYTCTBYIOT, IIPUBBIYHAS
Hapymenus remoiuHaMuKU B ¢bu3nyeckas akTUBHOCTb
OJIHOM U3 KpyIOB COIIPOBOXKIAETCS] YTOMIISIEMOCTBIO,
KpOBOOOpaIlleHM s, BRIPAKEHHBIE OJIBIIIKOM UK cepaLieOueHUEM.
YMEPEHHO.

IIb | Tsxenas cragus 3a00JIeBaHUS 3ameTHOe orpaHuueHHUE (PU3NIECKON
(mopaxeHus) cepara. [IIDK | akTUBHOCTH: B IOKOE€ CUMITOMBI
BripakxeHHbIE H3MEHEHUS OTCYTCTBYIOT, (hu3HuecKas
reMOJIMHAaMHUKHU B 000UX Kpyrax AKTUBHOCTb MEHBIIECH HUHTEHCUBHOCTH
KpOBOOOpAIlIeHHMs], BRIPAKEHHbBIE 10 CPABHEHHUIO C IPUBBIYHBIMHU
YMEPEHHO. Harpy3kaMu COIIPOBOXIAETCS

IIOSIBJICHUEM CUMIITOMOB.

III | KoneuHas ctaausi mopaxeHusl HeB03MOKHOCTD BBITIOJIHUTH KAKYO-

cepaua. BeipaxxeHHble IVOK | nubo Harpy3ky 0e3 nosiBieHus

W3MEHEHUS TEMOJMHAMUKH U
TsKenble (HeoOpaTUMBIE)
CTPYKTYpHBIC U3MEHEHUS
OpraHoOB MHUIIICHEH (cepala,
JIETKUX, COCYJI0B, TOJIOBHOTO
MO3Ta, IOYCK).

IUCKOM(pOPTa; CUMITOMBI CEPJIEUHOM
HEJIOCTaTOYHOCTH MPUCYTCTBYIOT B
MIOKO€ U YCUJIMBAIOTCS MpU
MUHUMaJbHOUN (U3HUeCcKOn
AKTUBHOCTH.

VY nereii panHero Bo3pacta craauu HK omnpenensnu ¢ yd4eToM KIMHUYECKUX

KpUTEPHUEB B COOTBETCTBUU C Kiaccudukanueit, npeaioxenHo H.A. benokons (1987)

— tabnuua 2.2.

Tabnuua 2.2.
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Knaccupuxkanus cepaedHoil HeJOCTATOYHOCTH Y JeTeH

no H.A. beaokons (1987)

C JleBoxeny1ouKkoBas IIpaBoxenynoukoBas
TR HenocraTodHOCTB HEJIOCTATOYHOCTh

I CeplieuHas HEIOCTATOYHOCTh OTCYTCTBYET B ITOKOE U MOSBIIETCS
IIOCJI€ HATPY3KHU B BUJE OJIBIIIKHA U TAXUKapAUU

ITA Yucno CEepIAEYHBIX cokpameHuii | [ledens BbicTynaer Ha 2-3
yBenuueHo Ha 15-30% B 1 muH. Ywucino | cMm u3-nox kpas pedepHoi 1yru
nbixanui ypeaudeHo Ha 30-50%

IIb Hucno cepaeyHbIX COKpaIeHU N Ileuens BoIcTymaeT Ha 3-5 CM U3-
yBenuueHo Ha 30-50% B 1 muH. noJ1 Kpast peGepHo ayTH,
Uucno apixanuii yeenuueHo Ha S0- BO3MOXXHA IMaCTO3HOCTH,
70%. Bo3MOK€EH aKpOIIMaHO3, HaOyxaHue MIeHHBIX BEH
HAaBSI3UMBBINA Kallelb, BIaKHBIE
MEJIKOITY3bIpYaThIE XPHUIIbI

III Huciio cepaeuHbIX COKpaIEHUM ['emaTomMeranus, OTeYHbIN
yBenundeHo Ha 50-60% B 1 mun. Uucno CUHIPOM, THIPONIEPUKAP/, ACLIUT
nbIxaHui ysenudyeHo Ha 70- 100%
Kimmanueckas kapTuHa NpeaoTeKa
JIETKUX

Hns  ompenenenuss ®K  XpoHHWUYECKOW  CEpIEYHOM  HEJOCTATOYHOCTH
ucnoiab3oBayn kinaccudukamuio Ross R.D. (1987) — tabnuna 2.3.
Ta6muma 2.3.

Knaccnpuxkanusa pyHKIHOHATIBHOIO KJIACCA XPOHUYECKOI cepaeyHoH

HegpocTaTouHocTH Mo Ross R.D. (1987)

Kiacc HNuTtepnperanus
I Her cumntomos
II He6onpiue TaxumnHos Wik NOTIMBOCTb MPU KOPMIIEHUH Y TPYAHBIX ACTEH.

JIMCIIHO® IpHU HArpy3Ke y CTapIinX JETE.

III BripaxxeHHBIE TAXUITHO? WJIA HOTJIMBOCTh IPU KOPMIICHUHU Y TPYIHBIX
JeTel. Y JUIMHEHHOE BpeMsI KOPMIICHUS, 3aJepKKa pOCTa BCIIEICTBUE
CEpJIEYHOM HEJOCTATOUYHOCTU. BBIpaXKEHHOE TUCITHOD MIPU HATPY3KE Y
CTapIINX JETEH.

v B nokoe nMeroTcs Takue CUMIOTOMBI KaK TaXHUITHO3, BTAKCHHNC MBIIIII,
«XPIOKAHbBC», TOTIUBOCTDH
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JIns pemenus NOCTaBIEHHBIX 3371a4 OLIEHUBAJIM HYTPUTUBHBIN CTATyC MMAIIUEHTOB
C IOMOILBIO:
® COMATOMETPUYECKUX U3MEPEHUIN MacChl TEIA U POCTa;

e oOmpejeseHuss coiepkaHusi OeIKOB IIa3Mbl KpoBU (0Omuii OenoK, aabOyMuH,
npeanbOymuH, C-peakTUBHBIN 0enoK, comaromenuH-C, TpancheppuH).

AHTPONIOMETPUYECKHE METOMABl BKIIOYAIM W3MEPEHUS MACChl Tela U JJIMHBI
(pocta) pebeHka B JAMHAMUKE: HAa MOMEHT TMOCTYIUIGHHS B CTallMOHAp U IpU
KOHTPOJBLHOM oOciejoBaHUM depe3 6 MecsleB OT Haudaja JueTorepanuu. Meroauka
HCCIIEIOBAaHUN JIETEN MpeaycMaTpuBajia MPOBEACHUE W3MEPEHUI NapaMeTpoOB Tela C
MOMOIIbI0  CTaHJIAPTU30BAHHBIX TMOBEPEHHBIX M3MEPUTENIbHBIX HHCTPYMEHTOB C
pEryisipHON KaIuOPOBKOIA:

- WM3MEpEHUE JUIMHBI Tela y JEeTed MNEepBbIX 2 JIET XU3HHU IMPOBOAWIM B JIEkKAYEM
MOJIOKEHUH C MOMOIbI0 pocToMepa. Poct pebenka crapiie 2 JeT HU3MEpsUiCs C
IIOMOIIBIO BEPTHKAIILHOTO POCTOMEPA;

- Maccy Tena AeTed MuaAlle 2 JEeT ONpEeNessid Ha CIEHHAIbHBIX JIETCKUX BECAX C
MAaKCUMAJIBHO JIOIYCTUMOW Harpy3kol A0 15 Kr m ToyHOCThIO m3MmepeHus o 10 r.
N3mepenune maccel gereid 2 JIeT W CTapule NPOBOJAWIN CTOS, YTPOM HATOIIAK Ha
CIEHHUAJIBHBIX MEJULIUHCKHAX BECaX C TOYHOCTBIO U3MepeHus 10 50 T.

OneHKa HYTPUTHUBHOTO cTaTyca OOJIBHBIX JAeTeil (Macca u anuHa Ttena, UMT)
MPOBOJMIIACH HA OCHOBAaHUM OTKJIOHEHMSI MHAMBUAYAIbHBIX MOKa3aresel (Z-scores), OT
CPEAHETO 3HAYECHUS JJISI TAaHHOM MOMYJSALHNM, EJIEHHOE Ha CTaHIAPTHOE OTKIOHEHUE
CpEIIHEero 3HaueHus, C mocieayrouei ouenkoi B mporpammax « WHO Anthro» (Bepcus
3.2.2.), WHO «AnthroPlus 2009» (Bepcus 1.0.4), BO3, XXenesa, IlIseiinapus [121]. B
paboTe y4UTHIBAJIM BEJIIMUMHBI Z-SCOres: Macca Tesla/pocT, Macca Teja/Bo3pacT, JAJIMHA
tena (poct)/Bo3pact, UMT/Bo3pacT. AHTPOTIOMETPUUECKUE UHICKCHI:

- Macca TeJa/yInHa Tejla ONpeessuIn s AeTel 10 S5 JeT,
- Macca TeJa/Bo3pacT onpeaessum s aeteut 1o 10 ner,
- UMT/Bo3pact, pocT/Bo3pacT onpeaessiau Ijis JeTel BCeX BO3PACTOB.
Cornacno crangapraM BO3 cpenHeBO3paCTHBIMU MOKa3aTENsIMU Z-SCOre MaccChl

TeJa/BO3pacT M POCT/BO3PACT CUUTAIM MOKa3aTelau B mpejaenax oT -2SD no +2SD, nius
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Z-score macca TeJa/pocT M UHAEKca Macchl Tena/Bo3pact - ot -1SD mo +1SD.
Ilokazarenu, BBIXOASAIIME 33 yKa3aHHBIE MPENEIIbl, KAK B CTOPOHY IOBBILICHHS, TaK U
CHUKEHUSI, paClICHUBAJIUCh KaK OTKJIOHEHUSI OT HOPMBL.

Hebuuut Macchl Tejga WIM HEJAOCTATOYHYIO JUIMHY Tejla  OOJIbHOIO
YCTaHABIIMBAJIM MIPU BEJIMYMHE COOTBETCTBYIOIIETO Z-score MeHble -2SD. [Tokazarens
Z-score pocT (JyIMHAa) Tejla K BO3pacTy paclieHUBAJIM KaK BHICOKUMN MPHU BeMYMHE OoJiee
+2SD. H30bITOYHYI0 Maccy Tela JAMArHOCTUPOBAIM TpH Z-SCore Macchl Tena K
Bo3pacty Oosnee +2SD, a Taxxke nmpu Z-score MHAEKCAa MaccChl Tejla K BO3pacTy Oosee
+1SD. OxupeHue KOHCTaTUPOBAJIU MPHU Z-sCOre MHIEKCca Macchl Teja K Bo3pacty bosee
+2SD (tabnuna 2.4).

Tabnuua 2.4.

I[uarnocnmecm/le 3HaAUeHus Z-scores AHTPONMMOMETPUYECCKUX MHAECKCOB

Z-scores JInarHoCTUYECKOE 3HAUCHUE

<2 SD ne(ULIUT MacChl Tela
(3axepkka mpuOaBKK MACChI TeJia)

Macca tena/ Bo3pact

>+2 SD M30BITOYHAS Macca Tejla HIIH
OKHPEHHE
<2 SD HU3KOPOCIIOCTh
JlnuHa Tena (poct)/ Bo3pact
>+2 SD BBICOKOPOCJIOCTh
<2 SD HEIOCTATOYHOCTD ITUTAHUSI

(medunut Macc Tena K pocTy)

WNunexc maccel Teja /Bo3pacT
p >+1 u <+2 SD | u30bITOYHAS Macca Telia

>+2 SD Oxxupenue

WuTepnperannio pe3yiabTaTOB aHTPOIIOMETPUUECKUX U3MEPEHUI HaOII0jaeMbIX
MAlMEeHTOB MPOBOJIMIM HAa OCHOBE Kiaccudukanuii HejgoctatoyHocTu nutanus BO3,
MKB 10, ASPEN [29, 121]. Kputepuu onenku octpoit HII mpeacrtaBnensl B Tadnuiie
2.5. Xponunueckast HII nuarnoctupoBanack npu Z-score poct/Bo3pact Huxe -2 SD.

Tabnuua 2.5.

Knaccupuxkanus He10CTATOUHOCTH MU TAHUS.

dopma Z-scores:

HEJIOCTATOYHOCTH Macca Tena/ | macca tena/ | UMT/Bo3pact | poct/Bo3pact
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nUTaHus/ JUTMHA Tesa BO3pacT (Bce (Bce
CTEIICHb TSHKECTH (mo 5 ner) (mo 10 ner) BO3pacTa) BO3pacTa)

Octpas popma HII:

e JIerkKasg oT -1 mo -1,9 - oT -1 no -1,9

® yMEpeHHas or-2 10 -2,9 | or-2 no-2,9 | or-2 no -2,9

e TsDKelas >-3 >-3 >-3
XpoHHYecKast ) ) ] <
dbopma HIIT

Onenka (pakTHUYECKOTO MUTAHUS MPOBOJUIIACH AHKETHO-OMPOCHBIM METOAOM Ha
OCHOBE JIAHHBIX pa3pa0OTaHHBIX HAMHU JHEBHUKOB MHUTaHUS, KOTOpBIE 3arOIHSIU
poauTeNn. AHAIU3UPOBAJIM CIAEAYIOUIUE TOKA3aTEIN:

- KQUeCTBEHHBIN COCTaB MUTaHUs (IPOAYKTHI U OJ10/1a, BXOSIIUE B COCTAB PAlOHA);
- HCTIOJIb30BAaHUE CHENUATU3UPOBAHHBIX MPOAYKTOB SHTEPATIbHOIO MUTAHUS;

- CYTOUHBIN U pa30BbId 00bEMBI TOPLINIA;

- KOJIMYECTBO JKUJKOCTHU, OJIy4aeMOU peOCHKOM;

- ANNETUT, OTHOLLICHHE K MTOJYyYaeMbIM IPOAYKTAM IMUTAHUS;

XuMuyeckuil coctaB (O€lKH, KHUPbBI, YriIeBOJAbl, BUTAMUHBI U MHUHEpaIbHBIC
BEILIECTBA) M DJHEpPreThyeckas LEHHOCTb pAalOHA pPACCUUTHIBAIUCH C IOMOIIBIO
KoMmIibtoTepHoi mporpammbl «1C Ilutanue», BKIIOYABIIEH TaOMUIBI CIPAaBOYHHUKA
«Xumuueckuil cocrtaB PoccuilckMX nOUIIEBBIX OPOayKTOB», 2008 [38], naHHbIE
katanoroB «lIpoaykTel muTaHuA I OE€TEH paHHEro Bo3pacta» [9] m Kataioros
«Crienuanu3upoBaHHbIE MPOAYKThI MUTAHUSA IJI AETEN C pa3IuyHON nmaToyoruein» [12],
MarepuasioB mocobus nns Bpaued «OpraHuzanus Je4eOHOro NHUTAaHMUS JeTed B
crauroHapax» [3].

Jist  omneHKM TOTpeOJIeHHsT TMHUIIEBBIX BEIIECTB W DJHEPrud IOKa3aTelH,
MOJIyYEHHbIE I KaXIO0Tro U3

UCCIIEYEMBIX MAaKpO- W MHUKPOHYTPUEHTOB,

COMOCTAaBISLINCH C MNPUHATBIMA B Poccuiickoi denepaunu «Hopmamu

(U3MOJIOTHYECKUX TMOTPEOHOCTEH B OCHOBHBIX IIHIIEBBIX BEIIECTBAX, SHEPIUU U
MHUKPOHYTPUEHTaX ISl pa3iuyHbIX Ipynn HaceneHus Poccuiickoit ®enepanuun», MP

2.3.1.2432-08, ot 18.12.2008 1. [30]. Ha ocHOBaHMM pE3YJIbTATOB OLECHKH
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(akTUYECKOTO0 TMHUTAHUS JCNAINCh BBIBOJABI O XapakTepe IMUTaHUM PeOCHKa:
cOaJlaHCUPOBAaHHOE WJIM HECOATaHCUPOBAHHOE.

CratucTUYeCKU aHAIN3 Pe3yIbTaTOB ObLT MPOBEJICH C UCIIOJIb30BAHUEM TTAKETOB
nporpamMmMm Microsoft Excel 2013 u IBM SPSS Statistics 21. /laHHbIe B TeKCTe H
TabJauIax MpeacTaBieHbl B Buae Meauanwsl (25, 50, 75-ii mepueHtunu). Pazmuuwns
MEXIYy TpylnmaMH OINpenessuii ¢ nomolinbsio kputepus 2 Ilupcona m U— kpurtepus
Manna-YutHu. JJ1s1 OlIeHKH KOPPEIAINU ucnoiab3oBain koddduiuent Crniupmena. Jlis
OIICHKU YYBCTBHUTEILHOCTH U crenuduunoctr ucnoiaszoBamn ROC-ananmus. Ilnomanu
noa ROC-kpuBeimu (AUC) cpaBHUBaIM ¢ TTOMOIIBIO HEMapaMeTPUIECKOT0 KPUTEpHS,
paccuuThiBasg ABYCTOPOHHUU p. CTaTUCTUYECKUA 3HAYUMBIMUA CUMTAIU PA3JIMYUs MPU P
< 0,05. MeToapl, UCIIOIB30BaHHBIC MPU MPOBEACHUU PAOOTHI, YHCIO 00CIICTOBAHHBIX

neTel 1 00beM BBITIOTHEHHBIX UCCIICIOBAaHUHN TIpeACTaBIeHbI B Tabuie 2.6.

Tabnuua 2.6.
O0beM npoBeIeHHBIX UCCIIeI0BAHUI
Yucno
Ne MeTtonb! UCCle10BaHUs o0OCleJOBaHHBIX | MPOBEIEHHBIX
MAIMEHTOB UCCJIeI0BAHUM
1. | Knunuko-dusuonoruueckue 153 306
uccne0BaHusl (KITMHUYECKHE
HaO0JII0ICHNS], aHTPOIOMETPHS )
2. | Onenka Z-scores ( Anthro, WHO, 2009 153 306
-Macca Tena/pocT, 153 306
- Macca Teja/Bo3pacT, 153 306
- 1nvHa Tena (poct)/Bo3pacT, 153 306
- UMT/Bo3pact 153 306
3. | OnpeneneHne KOHIIEHTpAIMKU OCJIKOB
CBIBOPOTKHU KPOBHU:
- 00wt Oenox 153 306
- aNbOYMUH 153 306
- comatomeanH-C 153 306
- TpaHcheppuH 153 306
- CPb 153 306
4 | Ouenka 0cOOEHHOCTEH palliOHOB
pebeHKa Ha OCHOBE aHaju3a THEBHUKOB 153 153
TTUTaHUS
5. | PacueTsl (hakTHUECKOTO MUTAHUS C 69 138
MOJICYETOM:
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- OCJIKOB; 69 138
- JKUPOB; 69 138
- YIJIEBOJIOB; 69 138
- DHEPreTUYECKON LIEHHOCTH; 69 138
- BUTAMUHOB; 69 138
- MUHEpAJIbHBIX BEIIECTB 69 138
(c MOMOIIBIO KOMITBIOTEPHOMN
nporpaMmbl «1C Ilutanue»

Pa3zpaboTtka u koppekius jgedeOHbIX 153 295
paIoHOB

KoHcynpranus cnennanucra- 69 138

HYTPHIMOJIOTa
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JIA3AVH UCCJIEJOBAHUS

Jletn ¢ XpOHUYECKOM CepAeUHON HEAOCTATOYHOCTBIO
n=153

\

\

Kapanomuonatuu Bpoxnaennbie Mopoku cepana
n=_87 n=066
/ v \
JKMII PKMII 'KMII I10CJIE KOPPEKLIUH 110
n=>54 n=9 n=24 pa3iindHbIC BIIC CDOHTeHy
n=>58 n=238

J

HCCIIeIOBaHNE CEPJICUHOCOCYTUCTON CUCTEMBI C Bepu(HUKaLel JHarno3a
onpenenenne craanu XCH, MakcuManbHOTO CyTOYHOTO 00bEMA YKHUKOCTH
OLlIEHKA HyTPUTHBHOI'O CTaTyca ¢ ycTaHOBJIeHHEM (opMbl 1 cTerienn HIT
OllEHKA MoKa3aTenell OenkoBoro ooMeHa

aHaJIu3 q)aKTI/I‘IeCKOFO IMUTaHUA C paCuUCTOM XMMHNYCCKOI'0 COCTaBa paluoHa

A 4

SR

HenocTtaToO4HOCTE IUTAHUSA ]

€CThb

1. Koppekuust panvoHa nuTaHus B [TepeBox Ha
COOTBETCTBHU C BO3PacTOM peOeHKa MO (PHIINPOBAHHYIO

A0N

2. HabmoneHue B TeueHue 6 MeCSILEB ¢ neuebHyto query Ne 5 ¢
oLeHKOM 3(pPeKTUBHOCTH pa3pabOTaHHOM OTrpaHUYCHHEM
JIMETOTEepaTiu HKHIKOCTH

/

[Mocnenytoras olieHKa HyTPUTHBHOTO CTATYCA,
nokasareneii 6enkoBoro ooMeHa 1 (aKTHIECKOTro
nutanus 1 pa3 B 3 mecsiia

/




I'naga 3. KNIMHUYECKASA XAPAKTEPUCTUKA TAITMEHTOB

B cooTBeTCTBUM C TTOCTaBIEHHBIMH 3aJlauaMH B UCCJICIOBAHUE OBLIO BKIIOUECHO
153 namuenTta B Bo3pacte oT 1 mecsna no 16 jeT, HaXOaUBIIUXCSA HAa 00CIEIOBAaHUU U
nedeHun B kKapauonorndeckom otaeniennn OI'AY «HI3A» Munzapasa PO (tabnauia
3.1.1).
Tabmuma 3.1.1
PacnpenesieHue nanueHTOB ¢ KAPAMOJOTHYECKUMHU 3200/ 1eBAaHUAMH

Ha rpynmnsl Ip1 NOCTYIUVIEHUH B KIHMHHUKY

[Tocrymienne
Cocrosinue pebeHKa

= Yucno
= Ho3so- AIHEHTOR > [IEPBUYHOE | IIOBTOPHOE
=8 4 CpefHeH | yIOBIJIETBO-
= | jorus TSKEII0€
—~ TKECTH pUTEIHHOE

n % n % n % n % n % n %

I | KMII 87 | 56,8 | 15 17 71 82 1 1 78 90 9 10

II | BIIC 66 | 43,2 | 19 29 29 44 18 27 50 76 16 24

Bcero 153 | 100 | 34 22 100 | 65 19 13 128 | 84 25 16

Bce mamueHTBl COTJacHO HO30JOTHYECKHMM (opMaM ObLTH pa3ielieHbl Ha 2
TPYTIIIBI:
- B | rpynmy Bomwio 87 (56,8%) 60AbHBIX ¢ KApIUOMHUONATUSIMU;
- Il rpynimty coctaBuiiu 66 (43,2%) neteit ¢ BpoXKAEHHBIMU TOPOKaMU Cep/Ilia.

[Ipu oIEeHKE TEeHIEPHOrO COOTHOIICHHWS OTMEYEHO, 4YTO Cpean OOJBHBIX
npeobnananu neBouku — 83 (54,2%), manpunkoB 66110 70 (45,8%).

[Ipu nocTymiieHuu B KIMHUKY cocTosinue 34 (22%) nanueHToB ObLIO pacieHEeHO
kak Tsprenoe, 100 (65%) GonbHBIX - Kak CpeaHEed CTENeHH TshKecTH, Tolbko 19 (13%)
JeTeli HaxXOIWINCh B YJOBICTBOPUTEIBHOM COCTOSHHU. BaXKHO OTMETHTH, YTO
oonpmnHCcTBO Aeted (n = 128, 84%) mocTynmino B KIMHMKY BHepBbie, 25 (16%) —
MOBTOPHO.

B uccnenoBanne He BKIIOYATH OONTBHBIX, MOTYYABITUX TOPMOHAIBHYIO TEPAMTUIO

Ha MOMCHT 06pa1ueHI/151 B KIIMHHUKY.
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3.1. XapakTepucTHKA 00JIBHBIX ¢ KAPAUOMHONATHAMH

87 OONBHBIX C KapJIMOMHUOMATHIMH, COTJACHO MEXIYHApOIHON KiaccupuKaiuu
(BO3 (1995), AHA (2006), EOK (2008)) 6b11u pactipeiesieHbl Ha 3 MOATPYIIIB:
- la moarpynmy coctaBunu 54 (62%) pebenka ¢ auiaraiimoHHbiM Gpenotunom (JIKMII);
- Ib moapymmy - 9 (10,4%) nereit ¢ pectpuktuBHBIM (peHoTHIIOM (PKMII);
- Ic moarpynmny - 24 (27,6 %) nanuenta c runeprpopuyeckum gpenorunom ('KMII).
Bospact nereli konebaincs or 1 mecsma no 16 ner. Cpenu oOcienoBaHHBIX
00sbHBIX OoJiee mosoBHHEI (57,5%) cocTaBisiim AeBoUYkH, 42,5% - MaJbUHKHU.
bonpmmHCTBO  (62%) MAlMEHTOB COCTaBISNIM  JETH C  JIHJIATAIMOHHBIM
¢dbenotunom, u3 HuUX 58% - B BO3pacTe 4O OJHOrO rojaa. B rpymme ¢ pecTpUKTUBHBIM
(dbeHoTunoM eTu ObUIM OoJiee CTapIIero Bo3pacra, MPEeUMyIIeCTBEHHO B Bo3pacte 1 - 3
u 7 - 12 ner, cpeau OOJIbHBIX € TUNEPTPoPUUEcKUM (PEHOTUIIOM OCHOBHYIO MacCy
MAallMEHTOB IMPEACTaBIIA JAETH B Bo3pacte 3 - 12 JeT, 4TO COOTBETCTBOBAJIO
ocoOeHHOCTSIM 3aboneBaHusa. PacrpesneneHue MalMEHTOB C KapAMOMUONATUSMU IO
MOATPYIIIaM, BO3PacTy U F'€HJEPHOMY COCTaBy MpeacTaBieHo B Taduue 3.1.2.
OcHoBHBIE a100bl OONBHBIX IPH MOCTYIUICHUH MpeCcTaBiIeHbl B Tabnuie 3.1.3.
Tabnuua 3.1.3.
OcHoBHBIE Ka7100bI 00JBbHBIX ¢ KAPAMOMHONIATUAMH

NPHU NOCTYIVICHUH B KJIHMHHUKY

- JIKMIT | PKMIT | TKMII (ifi\g)
o (n=54) | 0=9) | (n=24) | T

n % n % n| % N %

- cJ1a00CTh/BSAIIOCTh/yTOMIISIEMOCTD 42 | 78 | 9 | 100 | 14| 58 | 65 | 75
- CHIDKCHHBIH amnmeTHT/0TKa3 OT

€Ibl 371 69 | 3] 33 | 1 4 41 | 47
- OJIBILLIKA TPY KOPMIJICHUH/
JUTUTENbHBIE MIEPEPBIBBI BO BPEMSI 28 | 52 | 6| 67 | 1 4 35 | 40
KOPMJICHHSI
- CHIDKEHHE (PU3UYECKOM 44 | 81 | 8 | 89 |13 | 54 | 65 | 75
aKTUBHOCTH

- OTCTaBaHUE B BECE W/UIIN POCTE 35 165 | 9 1100| 6 | 25 | 50 | 57




PacnipenesieHue Ha MOATPyNIbI 00JIBHBIX ¢ KAPAUOMHUONATHAMH 110 BO3PACTY U I'€HAEPHOMY COCTABY
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Tabmuma 3.1.2.

Yucino Bo3zpact [Ton
IToarpymmsl,
narueHToB | 1-12 mec. 1-3 rona 3-7 net 7-12 net 12 -18 net M* J**
HO30JIOTUs
N % n % n % n % n % n % n % n %
la nooepynna
54 62 31 58 19 35 3 4 1 2 - - 21 39 33 61
(AKMII)
1b nooepynna
9 10,4 - - 4 44 2 11 3 33 - - 2 22 7 78
(PKMII)
Ic nooepynna
24 | 27,6 | 2 8 4 17 8 17 8 33 2 8 14 58 10 42
(C’KMIT)
Bcero 87 | 100 | 33 38 27 31 13 | 15 12 14 2 2 37 | 42,5 | 50 | 57,5

* M- manpumku; ** ]| — meBouku
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[Ipy mnocTymiieHMH B KIMHHKY OCHOBHBIMH 3kajo0aMu y OOJNBHBIX C
KapJIUOMUOTIATUSIMU ~ SIBJSUTMCH: TIOBBIIIIEHHAsT yToMisieMocTh (75%), CHUKEHHE
¢usnueckoil akTUBHOCTH (75%), 3HauMTeNbHASA 3a/epkKKa (PU3NYECKOTO pPa3BUTHUSA
(57%), onplilika Mpyu MUHUMAIBHBIX (pu3ndyeckux Harpyskax (40%), B TOM 4uciie BO
BpeMsl TpUeMa IMHINH, JJIUTEIbHbIE MEepPEephIBEI BO BpeMs KOPMJIEHUS y TPYAHBIX
neTel, CHIDKeHHBIN anmneTuT (47%).

BaxxHO OTMETUTh, UTO BBILIE MEPEUUCICHHBIE >KaI0Obl ObUIM MPAKTUYECKH Y
BCEX MAlMEHTOB C JUJIATAIlMOHHBIM U PECTPUKTUBHBIM eHoTurnmamu KMIT.

I[Ipu ocmorpe oOpamanu Ha ce0s BHMMaHUE MEPUOPATBHBIM U
NepuopOUTANIbHBIN 1IMaHO3 Y 87% NalMEeHTOB, CHUKEHUE MBIIIEYHOTO TOHYCa H
Typropa tkaHe# (75% 00ybHBIX), AedopMalius TPYAHOM KIETKH MO TUITY CEPACYHOTO
ropba y 57% nereir, TaxumHod y 31% OonbHbIX. Pacmmpenue TpaHMIL
OTHOCUTEJIBHOM TYIMOCTH cepAala BbIsBICHO y 82% OONbHBIX; CEpACUHbIE IIyMbl
BBICJTYIIMBAJIUCh y Bcex manueHToB (100%), riyxue ToHbI cepaua y 74% OOJbHBIX,
Taxukapus umesna mecto y 28% nereit (tadnuna 3.1.4).

Hannsie, npeacTaBieHHble B Tabnuie 3.1.4. CBUAETENBCTBYIOT O TOM, YTO
KIIMHUYECKHE OpU3HAKH XpOHUYECKOH ceplieyHOM HEJ0CTaTOYHOCTHU
NPUCYTCTBOBAJIM y JeTed Mpu Bcex (EeHOoTHNax KapauoMuonaTuii, Haubosee
tsokenbiMu (XCH 2b ct1.) 6 getu ¢ aunataiidoHHbIM (14%) U pecTpUKTUBHBIM
(4%) penorunamu. OTEUYHBIA CUHAPOM OMPEAEISIICA TOJBKO Yy OJHOIO MallMeHTa C
TSDKEIbIM TEYEHHWEM PECTPUKTUBHOM Kapauomuomnatuu. B moarpymnme gereit c
runeptpodpudeckum Penorunom 13 (54%) mNanMEHTOB HUMENH OOCTPYKTHBHYIO

bopmy, u3 Hux 2 (8%) — mpoBeieHa XUpypruueckasi KOppeKius.
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Tabmuna 3.1.4.

Kaununueckue NMPOsIBJICHUA Y 0O0JILHBIX C KapauoMHUONIaTUsIMU IPH MOCTYIVICHUHU B KIIMHUKRY

JAKMII PKMII I'KMII KMII (Bcero)
KiIMHuYecKue nposiBICHHUS n=54 n=9 n=24 n=87
n % n % n % n %

[lepropanbHblil U TEpUOPOUTATBHBIN 49 91 9 100 18 75 76 87
1[UaHO3
TaxumnHos 24 44 3 33 - - 27 31
JHedopmaiius TpyAHOM KIAETKH MO TUITY 33 61 7 78 10 42 50 57
cep/ieuHoro ropba
IlepkyTopHo: 54 100 8 89 11 46 73 84
paciMpeHre rpaHull OTHOCUTEIbHON
TYNOCTHU CepAla
AYyCKyJIbTaTUBHO:

- TJIyXOCTbh TOHOB 49 91 9 100 6 25 64 74

- TaxvKapaus 24 44 - - - - 24 28

- CUCTOJINYECKHUH LIyM 54 100 9 100 24 10 87 100

- JIUACTOJMYECKHUH LIYyM - - - - - - -

- CHCTOJIO-JIUACTOJMYECKUHN IyM - - - - - - -
[TanpniatopHo:
- renaToMeranus 28 52 7 78 2 8 37 43
- CIUICHOMET IS 1 2 1 11 - - 2 2
Oreku:
- nepugepuyeckue - - 1 11 - - 1 1
- aCIIUT - - 1 11 - - 1 1
PeHTreHonornuecKku: KapInoMeraius 54 100 9 100 17 71 80 92
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AHanu3 aHaMHECTUYECKUX JAaHHBIX MAIMEHTOB C KapAUOMHOINATUAMM (Tabiuia
3.1.5) mo3Bonun yctaHOBUTH, 4To y 43,5% Marepeil OepeMEHHOCTh MpoTeKana C
recTo3amMu pa3iuyHONW CTENEHU BBIPAKEHHOCTH. YTpo3a MpephiBaHUS OEpEMEHHOCTH
uMmena Mectro B 24% cnywaeB, B 19,5% ormeuanace aHemus. HHeKIMOHHBIC
3a0oneBaHusi (B TOM 4YHUCJIE XPOHUYECKOE BHYTPUYTPOOHBIE HWHQPEKIUH -
IIUTOMETaJIOBUPYC, reprec y mareped) Obuin BbiABICHB Yy 41% wmartepeir, B 12%
clly4aeB NOTpeOOBaloCh CTallMOHapHOE JieyeHwe. 2 peOeHka ObUIM 3a4yaThl C
UCIIOJIb30BAaHUEM PENPOAYKTUBHBIX TexHosoruit (9KO).

CemeiiHbplii aHaMHE3 TI0 3a00JIEBAHMSIM  CEPACUYHOCOCYAMCTOM  CHCTEMBI
(xapauomuonatuu, BIIC, Hapymienus putMa cephia, JeTalbHbIE CIydyad B PaHHEM
JIETCKOM BO3pacTe 0e3 YCTaHOBJICHHOW MPUYNHBI) ObLT OTsTOIIEH Y 24 (28%) OOMBHBIX.

[Ipu cxkpuHuUHrOBOM Y 3-HCCIEIOBAaHUU IJI0JIa AHOMAJUK pa3BUTHs cepAala y
oonpmHCcTBa (95%) OONBHBIX BBISIBIEHO He Obulo. Y 3 geTeil mpu NpoOBEACHUU
MpeHaTaJIbHOW JAMArHOCTUKHU ObUI 3amoj03peH BPOXKIACHHBIM MOPOK cepaua, y 2 -
Kapauomeranusi. Bcem 5 OOJIbHBIM  BIOCHEACTBUM ObLI IOCTaBiI€H JUArHo3
«IuaTalMOHHAs KapIUOMUOTIATHS».

VY CTaHOBJIEHO, YTO AETH U3 BCEX TPEX MOArPYMHN POAWIMCH MPEUMYIIECTBEHHO
noHomeHHbiMu  (95%) ¢ Maccoll Tema M POCTOM, COOTBETCTBOBABIIMMU
cpeaHeBo3pacTHhIM mokazatessiM (80% u 85% coorBercTBeHHO). Tonbko 1 pebeHOK
uMen wmaccy Tena npu  poxaeHuun 2490 1. CamocToATeNbHBIE POJLI OBUIU Yy
oonpmnHCTBA (79%) MaTepeil, onepaTuBHbBIE oAbl IyTeM KecapeBa cedeHus - B 21%
CJIy4acB.

Huzkue ouenku no mkane APGAR or 1 no 6 6amnoB orMeueHsl y 2 geTeil ¢
JKMII, peaHnMalMOHHBIE MEPOIPUATHUS, UCKYCCTBEHHAs BEHTHJIALMS JETKUX MOCIe
POKIeHUs MOTpeOoBaTUCH 4 OOJIBHBIM U3 JAHHOM TPYNIbl MAUEHTOB.

Hns ne6rora aunatanmoHHo KMII u pectpuxtuBHoit KMII Obiia xapakrtepHa
KIMHUKa cepiaeyHoil HemoctarouHoctu. [Ipu JAKMII y OGonbmunctBa (87%) nereit
HayaJio 3a00JieBaHMsI TMPUXOJUIOCH Ha TMEPBbIM Troa XKu3HU, U3 HUX y 22,2%
KJIIMHUYECKUE CUMMTOMBI OTMedanuch Ha 1-4 cytku >kxu3nu. [Ipu PKMII 3a0oneBanue

cTaptoBajo B Oosee ctapuieM Bo3pacte (3-7 net). PKMII BbisiBisinack, Kak MpaBuIIo,
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AHaMHecTHUYECKHE AAHHBIC MAIMECHTOB ¢ KApAUOMUONIATUAMH

Tabmuma 3.1.5.

JIKMII, PKMII, ['KMI], KMII (Bcero)
ITpusHax n=54 n=9 n=24 n=87
n % n % n % n %
TeueHue 6epeMEHHOCTH:
e (uzmosornyeckoe 11 20,4 1 11,1 3 12,5 15 17
® TecTo3 22 40,8 3 33,3 12 50 37 43
e aHeMHs 9 16,7 2 22,2 6 25 17 20
e yrpo3a npepbIBaHus 14 26 2 22,2 5 21 21 24
e uHpexuus (B T.4. XpOHUUYECKUE
BHYTPUYTPOOHBIE - LIUTOMETAIOBUPYC, T'epriec 23 42,6 4 44,4 9 37,5 36 41
y Matepei)
e (CrammoHapHOE JICUCHUE 8 14.8 } } 2 8,3 10 12
e DKCTpakopIopaibHOE OIIOT0TBOPEHHUE I 1,9 ) ) 1 4,2 2 2
Ponpr:
® CaMOCTOSTEIbHBIC 43 80 7 77,8 19 79 69 79
® OIEpaTUBHBIE 11 20 2 22,2 5 21 18 21
e 1510 37 Henenu 2 3,7 - - 2 8 4 5
e 37-42 Henene 52 96,3 9 100 22 92 83 95
e PeaHuMalMOHHbIE MEPONPHUATHS npu 3 3,6 B B B B 3 3
POXKIEHUU
e VIBJI mpu poxaenuu (0T 4 10 9 CyTOK) 4 74 ) ) ) ) 4 S
Macca teina npu poxJIeHUU:
e < 2500r 1 1,9 - - - - 1 1
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e 2500-3000r 12 22,2 - - 4 16,6 16 18
e >3000r 41 75,9 9 100 20 83,4 70 80
JImvHa Tea npu poKICHUN:
e 10 50 c™m 8 14,8 2 22,2 3 12,5 13 15
e >50cMm 46 85,2 7 77,8 21 87,5 74 85
Onenka no mkane APGAR, 6amisr:
o 1 - - - - - - - -
e 5/6 1 1,9 - - - 1 1
o 6/7 1 1,9 - - - - 1 1
o 7/7 2 3,7 - - 1 42 3 4
o 7/8 2 3,7 - - 2 8 4 5
o 88 10 18,5 5 55,6 3 12,5 18 21
o 89 15 27,8 2 22,2 5 21 22 25
. 9/9 21 38,8 2 22,2 8 33,3 31 36
2 3,7 - - 5 21 7 8
IIpeHaTanpHas qUAarHOCTUKA:
e Busyanuzamus kak BIIC 3 5,6 - - - - 3 3
e KapIUOMErajus 1 1,9 - - 1 4,2 2 2
OTAroIIeHHBIN CeEMENHBIN aHaAaMHE3 10 10 18,5 1 11,1 13 54 24 28
3aboneBanusM CCC:
JlebOroT 3a00IeBaHUS:
e 1-4 CyTKH KU3HU 12 22,2 - - 8 33,3 20 23
e 1-3 mecsn 22 40,8 1 11,1 3 12,5 26 30
o 4-12 Mmec. 13 24 1 11,1 2 8,3 16 18
e 1-3rona 2 3,7 2 22,2 4 16,6 8 9
3 5,6 4 44,5 - - 7 8

e 3-51er
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e 5-7ner 2 3,7 - - 2 8,3 4 5
- - 1 11,1 5 21 6 7
CocrosiHUE MPU MOCTYIJICHUU B KITUHUKY:
® CpeIHEH TSIKECTH 12 22 6 67 24 100 42 48
e TSKEIoe 42 78 3 33 - - 45 52
e HasznaueHnue Tepanuu 10 Hayaja HAOIIOJCHUS 41 75,9 3 33,3 3 12,5 47 54
B HII3/]
e Hasmauemne TI'KC (npemmmsonon) mpu| 11 20,4 1 11,1 - - 12 14
JICYECHUU 10 MECTY KUTEITHCTBA
BospacT na MomenT Hauana Habmonenust B HII3
e JI0 rojaa
e 1-3roma 40 74 1 11,1 6 25 47 54
e 3-57er 11 20,4 4 44,5 4 16,6 19 22
e 5-7j1er 1 1,9 2 22,2 4 16,6 7 8
e crapuie 7 JIeT 2 3.7 ) - 3 12,5 S 6
- - 2 22,2 7 29,3 9 10
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CIIy4ailHO WJIM TPU JIUCTIAHCEPHBIX OO0CIENOBAHMSIX, BKIIOYABIIMX MPOBEICHUE
axokapauorpadum.
B taGnune 3.1.6. npeacraBieHbl OCHOBHBIE 3XOKapAHOrpaduyecKrue rnapaMerphl
JeTell ¢ KapAMOMUONIATUSIMU, TTOJIyYEHHbIE MTPU IEPBUYHOM 00CIIeIOBAHUU
Tabnuua 3.1.6.
OcHoBHBIE YXOKapaAuorpaguyeckue napamMeTpbl y 00JbHBIX
¢ KAapAMOMHMONATHUSMHY NMPHU MOCTYNJIEHUHN B KIMHUKY

(B % OT 10/1’KEHCTBYOIIMX BeJIMYMH), M*c

Kapauomuonatuu
IToka3zarens (n = 87)

JKMIT PKMII I'KMII

(n=54) (n=9) (n=24)
KJIP JDK 136,29+23,84 94,62+10,36* 87,32422 34°% **
KCP JIX 167,66+47,62 94,53+£22,15* 74,25+£20,27 * **
3CJDK 196,79+99,18 159,10+£30,23* 211,83+104,70
MIKII 136,62+26,18 139,76+21,39 334,12+128,57%*,**
CDP? 7, 40,0+14,05 66,78+10,46* 79,25+7,78 *,**
TelxoJbIl
HMK
0 cT. 18 (33%) 2 (22%) 12 (50%)
I cr. 12 (22%) 5 (56%) 5(21%)
2 CT. 17 (31%) 2 (22%) 6 (25%)
3 cT. 7 (13%) 0 1 (4%)
HTK
0 crT. 35 (65%) 3 (33%) 21 (88%)
I cr. 11 (20%) 5 (56%) 2 (8%)
2 CT. 8 (15%) 1 (11%) 1 (4%)

*- craTMCcTUYECKasl 3HAUMMOCTh pa3iuduii mokasareneit otHocutenbHo PKMIL. (p<0,05); **-
CTAaTUCTUYECKAsl 3HAYMMOCTh pa3nuuii mokaszarenen otHocutenbHo ['KMIT (p<0,05);

OI_ICHKa BHeKTpOKapIII/IOI‘pa(I)I/I‘IeCKI/IX HOKaSaTeJIeﬁ, BKJIrO4asd CYTOYHOC

MOHUTOPUPOBAHUE, BBISIBUJIA HAPYIIECHHWE IMPOLECCA PENOIApU3ALUA B MHOKapIe
KEITYJ0OYKOB y BCEX JETEH ¢ KapIMOMHOIATUSIMU, CHHYCOBBIN pUTM ObLT y 95% nerei,
OKTOMUYECKUN TipefcepAHbii put™m - y 5%, Hecneuupuyeckoe HapylleHUe
npoBoauMocTd — y 50%, xkenygoukoBasi skcTpacucronud III-V rpamganuu no Lown — y

20% 6onbHbIX, cuHApOM WPW-y 10% nanueHTos.
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3.2. XapakTepucTHKA 00JBbHBIX ¢ BPOKICHHBIMHU MOPOKAMH Cepaua

[lon HabmiogeHWEM  HaXOAWIOCh 66 TAMEHTOB C  pa3HOOOpa3HBIMU
BPOX/ICHHBIMH TOPOKAMH CEpAIlla, B TOM YHCIE CIOXHBIMH M C TeMOJWHAMHUKOM
eIMHOTO Kemyaouka. BospacT OonbHBIX Kojiebancs ot 2 mecsmeB no 16,5 mer. Ilpu
OILIEHKE TEeHJIEPHOI'0 COOTHOIIEHHUS yCTAHOBIIEHO, YTO YHCIO JEBOYEK U MAaTbUHUKOB
OBLTO OIMHAKOBO — 10 33 pebeHka.

Heo0xoamMo OTMETHTH, YTO MPH TOCTYIUIGHWH B KIMHUKY y 29% MalMeHToB
OTMEUAJIOCh TsKeNnoe cocTosinue, y 44% — cpenHeil Tskectu, Toibko y 27% -
yIOBJIETBOPUTEIHHOE.

JleTr ¢ BpOXKICHHBIMH IMOPOKaMHU Cep/ilia ObUTH pa3/IesIeHbl Ha 2 TOATPYIIIIHI:

- Bo Ila moarpynmy Bomuio 58 (87,8%) 6onpubix ¢ BIIC, nonnamommumucs paaukaibHON
KOPPEKIINU;

- I1Ib monrpynmy cocraBmiu 8 (12,2%) aeteil ¢ TeMOJAMHAMUKONW €IMHOTO KEITYJT0UKa,
KOTOpPHIM OblTa BBINIOJNIHEHA omepanuss nmo Merony @DonteHa. [lanHas kateropwus
OONBbHBIX ObLIa BBIZCJICHA B CBSI3M C PUCKOM Pa3BUTHS WU HAIWYUS Y HUX OEJIOK-
tepsiromied saTeponatun (bTD), kak O0CI0KHEHUS BBIIEYKa3aHHOTO METOAAa KOPPEKITUU
nopoka, W TpeOyromas ocoboro auerosiornyeckoro moaxoxa (tadmuma 3.2.1). Ha
MOMEHT BKIItOueHUs B ccineaoBanne bTD nMena mecto y 5 manueHToB.

[Ipu oleHKe YacTOTHl BCTPEYAEMOCTH PA3IUYHBIX TMOPOKOB YCTAHOBJIEHO, YTO
Hanbosee 4acTo AMAarHOCTUPOBAJIUCH TaKUE BHUJIBI MOPOKOB CEpllla, KaK aHOMAalbHOE
OTXOXJIeHUE JieBo KopoHapHou aptepuu (19,8%), koapkramus aoptel (15,2%),
equublil kenmymouek (15,2%), HemocTtaToO4HOCTH MHTpasibHOro kimamana (10,7%) -

tabmura 3.2.2.



59

Tabmuma 3.2.1.

XapakTepHCTHKA JieTell ¢ BPOKAEHHBIMH MOPOKAMH cepALa

Yucino Bo3zpact [Ton
IMoarpymma, nanmenToB | 1-12 mec. 1-3 roga 3-7 ner 7-12 ner 12 -16 net M* JI**
HO30JI0T U
n % n % n % n % n % n % n % n %
Ila nooepynna
58 | 87,8 | 15 | 26 7 12 23 40 10 17 3 5 30 | 52 | 28 | 48
(paznuunsie BIIC)
11b nooepynna
(BIIC ¢ xoppeknuei 8 12,2 - - 1 13 1 13 1 13 5 63 3 38 5 62
o Mmetoy ®oHTeHa)
Bcero 66 100 15 | 23 8 12 24 36 11 17 8 12 33 | 50 | 33 | 50

* M- manpuuku, **JI — neBouku
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Tabmuma 3.2.2.

PacnpenesieHue nanueHTOB ¢ BPOKJAEHHBIMHM IOPOKAMM cepALA NPH
NOCTYILUIEHUH B KIUHUKY

Yucio 607IbHBIX
Bun mopoka 5
n Yo
AHOMaJIbHOE OTXO0XJAEHHUE JIEBOM KOPOHAPHOU apTepuu 13 19,8
Koapxkramust aoptsl 10 15,2
Ennneii xenynodex 10 15,2
HenocTtaTouHOCTH MUTPAIBHOTO KiIalaHa 7 10,7
AnomManus D0IITEHHA 4 6,1
Tpancno3uiyst MarucTpaibHbIX COCYI0B 3 4,5
OO01muMii aTpUOBEHTPUKYJIAPHBIN KaHaT 3 4,5
JledexT MexmnpeacepaAHoi neperopoaKu 3 4,5
HenoctaTo4HOCTh a0pTaIbHOIO KianaHa 2 3
JIBOMHOE OTXOXIEHUE COCYA0B OT IPABOTr0 KETY0UKa 2 3
JledeKT MexKeTyJOUKOBOU MEPErOPOIKH 2 3
CTeHo3 ierouHoi aprepun 1 1,5
CTeHo03 a0opTalIbHOTO KJIanaHa 1 1,5
CybaopranbHas MeMOpaHa 1 1,5
Terpana @amwio 1 1,5
ATpe3sus IeroyHou apTepun 1 1,5
Criss-cross cepaia 1 1,5
I'uronnasus J1eBOro *emyaouxka 1 1,5
Bcero 66 100%

Baxxno ormetuts, uto 30 (45%) GONbHBIX TaHHOW TpynIbl ObLTM HAIPABICHBI B
kapauosiornueckoe otnaenenne OI'AY «HI3/» Munszapaa Poccun ¢ nuarso3zom
«IAJaTallMOHHAs  KapauoMuonatus». OpgHako, B IpoLecce  KOMIUIEKCHOTO
oOcnenoBanus, BKItodasiiero nmposenenue Ixo-KI' ¢ mommneporpadueit, IKI' u mo
nokazanusiM KT-aoprorpaduio, »TUM mnauMeHTaMm Juar€Ho3 OB H3MEHEH Ha
«BPOXKJICHHBIA TOPOK cepaua» U TMocle CTaOWau3allud COCTOSAHHUS Ha (oHE
MEIMKAMEHTO3HOW Tepanuu U HYTPUTUBHOM MOJAEPKKH OONbHBIE MEPEBOJUINCH B

KapJUOXUPYPrUYE€CKUM CTaIl[MOHAp JUIsl ONIepaTUBHOTO JedyeHus (Tabnumna 3.2.3.).
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Tabnuua 3.2.3.
BrniepBble yCTAaHOBJIEHHBIN JHATHO3 «BPOKICHHbIA MIOPOK CEpPALIA»
NpHU 00CIeI0BAHNH B KAPAHOJOTHYECKOM OT/IeJICHUH
OI'AY «HIO3A» Mun3zapasa Poccun

B Hucno neren
U] BPOXKAEHHOTO MTOPOKa cepana - A
AHOManbHOE OTXOK/JECHHE JIEBOW KOPOHAPHOW apTEPUU 13 44
Koapkranus aopTsl 6 20
HenocTtatouHOCTh MUTPAILHOTO KJIAMaHa 4 14
Anomainus D01rTeiiHa 3 10
Kputnuecknii KnanaHHbIN CTEHO3 a0PTAIBHOIO KiIanaHa 1 3
HenoctaTouHOCTHh a0pTaNbHOIO KianaHa 1 3
YacTUuHBIM AaHOMAJIBHBIN APEHAXK JIETOYHBIX BEH 1 3
['mnomuiazus J1€BOro Kerygouka 1 3
Bcero 30 100

Heo6xoauMo noguepkHyTh, 4To 36 (55%) O0IBHBIX MOCTYIAIN HAa 00CIE0BaHUE
U JIe4ueHue B Kapauonorndyeckyto kamHuky ®I'AY «HI3/1» M3 P® nocine npoBeaeHus
KOPPEKLIMM BPOKJIECHHOTO NOpPOKa CEPALA, B CBSI3M C Pa3BUBIIMMCSA CHHAPOMOM
XPOHUYECKON CEpAEYHOW HEAOCTATOUYHOCTH 4YEpEe3 Pa3JUyHbIE MPOMEKYTKA BPEMEHH
1ocJie ONEPATUBHOTO JieueHus (0T 3 MecsLeB 110 S5 JeT).
JXKanoObl ManKMeHTOB C BPOXKACHHBIMU MOPOKAMH CepAlla MpU MOCTYIUICHUH B
KJIIMHUKY TIpEACTaBICHbI B Tabnuie 3.2.4.
Tabnuua 3.2.4.
OcHoBHBIE KA7100bI 00JBbHBIX ¢ BPOKACHHBIMH IOPOKAMHM CEPALA

NPHU NOCTYIVICHUH B KJIMHHUKY

Hucno neren

XKanoOb1 n %
- cN1abOCTh/BSIOCTH/yTOMIISIEMOCTD 35 53
- CHIDKEHHBIHN aIlllIeTUT/OTKa3 OT €IbI 30 45
- OJIBIILIKA TPU KOPMJICHUH/ITTUTENbHBIE TTEPEPHIBBI 25 38

BO BpeMsi KOPMIICHHUSI

- CHIDKEHUE (PU3UYECKON aKTUBHOCTHU 37 56
- OTCTaBaHUE B BECE U/WIN POCTE 37 56
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VY GonbIIMHCTBA ASTEH OTMEYAINCh CHUKEHHAs U3NYecKast akTUBHOCTH (56%),
oTCcTaBaHWe B Macce Tena u pocte (56%), a Takxke ciabocTh, BSIIOCTh, ObICTpas
yToMmiisieMocTh (53%). [lpakTuuecku y mosoBuHBI aAeTelt (45%) uMeno MecTo CHUKEHHE
aflrmeTuTa BIUIOTH 10 MOJHOro ortkaza oT enpl. Jma 25 (38%) OonpHBIX ObLia
XapaKTepHa O/IbIIIKA TPU KOPMJICHHH.

Haubonee yacTble KIMHUYECKHE CUMIITOMBI, YCTAHOBJICHHBIE MTPU MOCTYIIJIEHUU B
KJIMHUKY Yy MalMeHTOB C BPOXKJIEHHBIMHU MOPOKaMU cepAlla, IpeICTaBlIeHbl B TaOIuIe
3.2.5. Tlpu xnuHHUYeckoM ocMmoTpe y 74% OOJBHBIX OTMEUEH TMepUOpaIbHbId U
NepUOPOUTANIBHBIN 1IMAaHO3, Y 62% MallMeHTOB BBIABICHA JAe(popMaliusd IPyIHON KIETKU
M0 THUITY CepAEHYHOro rop0a, y nojapisiomero 6oasmuHcTBa (92%) nereit ycTaHOBIEHO
pacuIupeHrue TpaHuI] OTHOCUTENbHOU Tymoctu cepamna. Otexu (11%), umenu mecto
TOJIBKO Y OOJIbHBIX mocJe onepauuu GoHTeHa, U3 HUX Y 5% COMpOBOXKIANHNCH ACIIUTOM.
[laTomornueckue cepAedHble IIyMbl OTMEUYEHbl y Bcex mnamueHToB ¢ BIIC —
MPEUMYILECTBEHHO cucTonnueckuit (88%), nuacronnueckuii -12%.

Onepanuss @oHTeHa B MoaudUKAUMU 3KCTpaKkapAHAIbHOIO KOHIyHTa Oblia
BBITIOJIHEHA § JIETSAM C FeMOJAMHAMHUKON €IMHOTo *kenyaouka (6 nereid onepupoBaHbl B
HIOCCX um. A.H. bakynesa, 2 peOeHka B KapAHOXUPYPruyecKux Lentpax ['epmanun).
B xapauonorunyeckoe otnenenue ®I'AY «HI3I» M3 P® Obutn HampaBlIeHbI B CBSI3U C
pa3BUTHEM CHUHIPOMa XPOHHUYECKOW CEpJIeUYHON HEAOCTATOYHOCTH, BTOPUUYHOU OENIOK-
Tepstolel sHTeponaTuu (n=5), KOTopasi NPOSIBISLIACH YACTBIM KUAKUM CTYJIOM OT 5 10
10 pa3 B CyTKHM, CHU’)KEHHEM KOHLIEHTpaluu o01iero 6eika v aab0yMHHa B CHIBOPOTKE
KpoBU. Bpems nosiBnenus kinnHuueckux npusHakoB bTO BapsupoBaiio ot 6 Mecsies 10
6 JeT mocliie ONnepaTUBHOTO JedeHus. Y 3 feTedl BbIsBIICHA IeNaTOCIUICHOMETralus ¢
pasButreM (uobpo3a mnedeHw, y 4 MNAUUMEHTOB - TrernaroMeraivs, y 3 NalueHTOB
OTMEUEHBI aCIUT U nepudepuyeckue 0TeKu, y 4 O0JIbHBIX - NepudepuyecKre OTEKH.

OneHka aHAMHECTHMYECKUX JaHHBIX OOJBHBIX MMOKazana, uto y 21% wmarepeit
OepeMEHHOCTh MPOTEKalla C IrecTO3aMU Pa3IUYHON CTENEHU BBIPAXKEHHOCTH, B 24%
cily4aeB Oblja yrpo3a mpepbiBaHus O€peMEeHHOCTH, MO0 MOBOAY KOTOpoil 12% xeHuuH
MOoJy4yaJii JICYEHUE B YCIOBUAX CTaluoHapa, B 23% oTmeyanach aHEMMS.

WNudexuuonnsie 3a00eBanus (B TOM YUCIIE XPOHUYECKUE BHYTPUYTPOOHBIE MHPEKIINU
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- LIUTOMETaJIOBUPYC, reprec) oTMeueHsl y 32% martepeid. 2 peOeHka ObUIM 3a4athl C
UCIIOJIb30BaHUEM PENPOAYKTUBHBIX TexHosoruit (9KO) - tabnuna 3.2.6.
Tabnuua 3.2.6.

AHaMHecTHYECKHE JAHHbIC MAIIUECHTOB C BpO)K)IéHHbIMI/I IMMOpoOKaMMu cepama

ITpusHax Hucno geren
n %
TeueHue 6epeMEHHOCTH
e (pusmosorKuecKoe 16 24
e Trecro3 14 21
e aHeMmus 15 23
® yrpo3a nNpepbIBaHUS 16 24
® CTaIMOHAPHOE JICUYCHUE 8 12
e uHpexnus (B T.4. XPOHHUYECKUE BHYTPUYTPOOHBIE -
IIUTOMETaJIOBUPYC, TepIiec) 21 32
® OSKCTPAKOPHOPAIBHOE OIJI0JOTBOPEHHE 2 3
Ponamr:
® CaMOCTOSTCIbHBIC 47 71
e OIEpaTUBHBIE 19 29
e 1510 37 Henenn 8 12
o 37-42 Henene 58 88
® peaHMMAaIMOHHBIC MEPOTPUATHUS MIPU POKICHUU 2 3
e UBJI mpu poxaenuu (0T 4 10 9 CyTOK) 2 3
Macca Tena npu poKICHUU:
e < 2500r 9 14
e 2500-3000Tr 9 14
e >3000r 48 72
JlnvHa Tena npu poKJACHUU:
e 11050 cmMm 15 23
e >50cMm 51 77
Onenka no mkaine APGAR (6amibi)
o 5/5 1 2
o 6/7 2 3
o 7/7 4 6
o 7/8 14 21
o 8/8
e 8/9 10 15
35 53
[IpenatanbHas UArHOCTHKA:
e Buyanusanusa kak BIIC 5 8
OTsroieHHbIN ceMeHHbIM aHaMHe3 1o 3a0oneBaHusm CCC 16 24
JleOroT 3a00JIeBaHUS:
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. 1-4 cyTku )u3HU 20 30
. 1-3 mec. 20 30
. 4-12 mec. 15 23
. 1-3 rona 11 17
CocrosiHUE MPU MOCTYIJICHUU B KJIUHUKY
. CpPEIHEN TSIKECTHU 29 44
. TSHKEJI0€ 19 29
o [lonydyeHue Tepanuu 10 Haudaja HAOMIOACHUSA B 20 30
HIBA M3PD

o [lonyuyenne I'KC (mpenHu3os0H) mpu J€YEHUH IO - -
MECTY KUTEIbCTBA

Bo3spacT na MomeHT Hauana HaOGmonenus B HII3

. JI0 roaa 30 45
. 1-3 rona 25 38
. 3-5 mer 11 17

CeMelinplii aHaMHE3 TI0 3a00JIEBaHUSIM  CEPACYHOCOCYIUCTONH  CHUCTEMBI
(BpO>KIIEeHHBIC TTIOPOKH CEP/IIa, HAPYIICHUSI PUTMa CEP/IIIA, JIETAIBHBIC ClTydyand B paHHEM
Bo3pacte 0€3 yCTaHOBJICHHON MPUYUHBI) ObLT OoTsTOIIeH Y 16 (24%) OONBHBIX.

[lpu ckpuHUHTOBOM Y3-HCCIEIOBAaHUHU IUIOJAa AaHOMAJIHU pPa3BUTHS cepila y
oonpmHCcTBa (92%) OONBHBIX BBISIBIEHO HE Obu1O0. Y 5 (8%) nerelt mpu mpoBeAeHUU
MpeHaTaTbHON JUATHOCTUKH 3aI0J03PEH BPOXKICHHBIN TIOPOK CepIa.

YcranoBneHo, uto aetu ¢ BIIC pogmnnchk mpenMymecTBEHHO AOHOIIEHHBIMH
(88%) ¢ mMaccoii Tema W POCTOM, COOTBETCTBOBABLIMMHU CPEIHEBO3PACTHBIM
nokazarensiMm (72% u 77% cootBeTcTBeHHO), 14% nMenu maccy Teja IpHu pOXKACHUU
Menee 2500 r. Camorpou3BoJibHBIC pojabl ObutM y OomnbiiuHcTBa (71%) Martepei,
OIEepaTUBHBIE POJIBI MyTEM KECapeBO ceueHus - B 29% ciiyyaes.

Huzkune omnenku mno mxkaie APGAR or 5-6 OamnoB Obutn y 3 (5%),
peaHUMAIIMOHHBIE MEPOIPHUATUSI NPU POXICHUH ToTpedoBanuch 2 (3%) OONBHBIM.
JleOroT 3a0o0yieBaHUsI XapaKTEPU30BAICA KIMHUKOW CEpACYHON HEIOCTATOYHOCTH B
paHHEM HeOHaTaJIbHOM Bo3pacte y 30% pnereil, Ha mepBoM roay us3Hu y 53%, B

panHeM Bo3pacte y 17% nauueHTos.
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Tabnuua 3.2.5.
OcHOBHbIE KJIMHHYECKHE MPOSIBJIEHUSI Y 00JBHBIX ¢ BPOKIEHHBIMH MOPOKAMHU CepPALAa MPHU MOCTYNJIEHUHN B KIMHUKY

BpoxneHnble mopoku cepana
1ocJie paauKagIbHOM 1ocJie onepanuu BCETO
Knunudeckue nposiBieHus Koppekiuu (n = 58) ®donrtena (n = 8) (n=66)

N % n % n %
[lepropanbHblii U IEpUOPOUTATBHBIN LIMAHO3 42 72 7 88 49 74
TaxumnHos 19 33 6 75 25 38
Hebopmanyisi TpyIHOHM KIETKM 1O TUIY 33 57 8 100 41 62
cep/ieuHoro ropba
IlepkyTopHo: 53 91 8 100 61 92
paclIMpeHre TPaHULl OTHOCUTEIBHOM TYNOCTH
cep/ilia MyTeM NMEepKyCCUuu
AYCKyJIbTATUBHO:
- TIIyXOCTh TOHOB 24 41 7 88 31 47
- TAXUKapAUs 10 17 5 63 15 23
- CUCTOJINYECKUI LIyM 50 86 6 75 56 85
- IVACTOJIMYECKUAMN 1IyM - - - - - -
- CUCTOJIO-TMACTOJIMYECKUN IITyM 8 14 2 25 10 15
[TanpmiatopHo:
- reraToMeranus 26 45 7 88 33 50
- CIUICHOMETAJIHS 1 2 3 38 4 6
Oreku:
- nepugepuyeckue - - 7 88 7 11
- aCIUT - - 3 38 3 5
PeHTreHonornyecku: KapIunoMeranus 46 79 4 50 50 76




B Tabnuue 3.2.7 npencraBiieHbl OCHOBHBIE 3XOKapauorpaduueckue mapaMerpsl
JIeTeil ¢ BpPOXKACHHBIMU IOPOKAMHM  CEpJilla, TOJYyYECHHbIE TIPU  TMEPBUYHOM
oOcnegoBaHuu. Y cTaHoBIeHO, uTo 20% nereit uMenu AMACTOIMYECKYIO JUC(HYHKIIMIO,
45% - cuctonuueckyto ¢ ppaxiueit Beiopoca ot 20 10 57%.

Tabnuua 3.2.7.
OcHoBHBbIEe YX0KapaAuOrpaguyeckne napaMmeTpsbl y 00JbHBIX ¢ BPOKAEHHBIMH
NMOPOKAMM cepALAa NPHU NOCTYNJIEHUH B KIMHUKY

(B % OT 10/1’KEHCTBYOIIMX BeJIMYMH), M*c

ITokazaTenn BpoxaeHnHbie mopoku cepaia

(n=66)

KJIP JDK 117,71+£35,73

KCP JIXK 131,98+62,20

3CJIK 158,55+46,3

MOKII 143,92+78,68

®B, %, Teiixobll 57,74+17,89

HMK

0 cr. 28 (42%)

I cr. 10 (15%)

2 CT. 22 (33%)

3crT. 6 (9%)

HTK

0 cr. 28 (42%)

I cr. 14 (21%)

2 CT. 15 (23%)

3 cT. 9 (14%)

[IpoBeneHHBIE WCClIEJOBaHMUSA TIOKa3ald, 4YTO Yy Bcex 153 OonbpHBIX ¢
KapJAMOMHUOINIATUSIMHA W BPOXACHHBIMH TIOPOKAMH CEpAlla MpPH BKIOYCHHH B
WCCIICIOBAaHNE HMEN MECTO CHHAPOM XPOHHYECKOH CEepJedHON HEeIOCTaTOYHOCTH
(XCH), 00ycnoBIIeHHBIN CUCTOIMYECKOW U/WUIN AUACTOIUUYECKON qUChYHKIHEH JIeBOro
KeJyZouKa Ha (pOHE BpOXKJIEHHOM naToyioruu cepaua (tadmuna 3.2.8.).

HenocrtaTounocTs kpoBooOparmienus u ¢GpyHKinoHanbHbIi kinacce (OK) onenuBanu
B COOTBETCTBUHM C Kiaccudukamueir Poccuiickoro oOmiecTBa CHEUANTUCTOB IO
cepaeunoi HepoctarouHoctu (OCCH, 2003) y nereit pannero Bo3pacra (tadnuna 2.1.),

kiaccudukanuen cepaedHor HemocrtarodyHocTH mo bemnokons H.A. (1987) (tabnuia
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2.2) u @K no kimaccupuxanuu Ross R.D. (1987) y nereéi mmaamiero Bo3pacta
(Tabmuma 2.3.).
Tabnuua 3.2.8.
CTaguu XpOHUYECKOI cep/ieuHO HeJOCTATOYHOCTH, B 3aBUCUMOCTH

OT HO30JI0TM4eCKOil GOPMBI KApAMOJOTrHYEeCKOro 32a60/1eBAHUSI

Crannu XpOHUYECKOW CepEeUHON
['pynsi, Yucno

HOArpyI! Ho3onoruueckas ereii HEJJ0OCTATOYHOCTHU
e dbopma XCH 1 XCH 2A XCH 2b
n % n % n % n %
I Kapanomuonaruu: | 87 | 56,8 1 1 71 82 15 17
la JKMII 54 | 62,5 1 41 76 12 22
Ib PKMII 9 10 - - 6 67 3 33
Ic ['KMII 24 27,5 - - 24 100 - -
II BIIC: 66 |43,2| 18 27 29 44 19 29
ITa pa3IvuYHbIC 58 |87,9| 18 31 28 48 12 21
IIb C KOppeKIuueu no
QDOHTEHY 8 12,1 - - | 13 7 88
Bcero 153 | 100 | 19 13 100 65 34 22

Kak Bugno w3 tabmuubr 3.2.8., y OonbmuHcTBA (82%) OONBHBIX C
kapauoMuonarusmu nuariocrupoana XCH 2A cragun, y 17% nanuentos - XCH 2b
cTaauu. B rpymnne nanueHToB ¢ BpOKIEHHBIMU TopokaMu cepaua npossienus XCH 2b
CTaJUU UMEJN MeCTO y OoJibiiero yucia 00iapHbIX (29%), y 44% - XCH 2A craguu. Y
7 u3 8 nereit ¢ BIIC ¢ remogunamukoit @onteHa BeisiBiieHa XCH 2b.

Ha MOMEHT BKJIFOUEHUS B HICCIIEI0BaHNE OOJIBIIMHCTBO MAaMeHTOB (46%) ObuIH B
TSOKEJIOM ~ COCTOSIHUM,  OOYCJIOBIGHHOM  TE€YEHHUEM  XPOHHUYECKOM  cepAeqHOn
HegoctarouHoctu 2b cragun. Hambonee TsykenbIMM KIMHUYECKH OBUIM MAIMEHTHI C
JIWIATallMOHHOM KapAMOMHUOIATUEN, C aHOMAJIBHBIM OTXOKJIEHUEM JIEBOW KOPOHAPHOMN
aprepuu, a Takke mnocie omnepauun 1o wmerony Donrtena. 30% OOABHBIX C
BPOKJIEHHBIMHU MOPOKaMH cepaua u 54% mnaiueHToB ¢ KapAUOMHONATUIMH TOTydaid
Tepanuio, He COOTBETCTBOBABUIYIO MEXKIYyHAapOIHbIM cTaniaptam jedenuss XCH, npu
stoM 14% nereit ¢ KMII HeoOOCHOBaHHO TONyYadu TIIIIOKOKOPTUKOCTEPOUIbI

(TpeTHU30JI0H).



I'maBa 4. KOMIIVIEKCHASA OLHEHKA HYTPUTHUBHOI'O CTATYCA,
XAPAKTEPA IUTAHUS JETENW C KAPJITUOMHUOIIATUSIMHU
N BPOXXJIEHHBIMH IOPOKAMM CEPALIA

Ananus HYTPUTHUBHOTI'O CTATyCa HA OCHOBC OICHKHU AHTPOIIOMCTPUYCCKUX
HHACKCOB U OMOXMMHMYECKHUX ITOKa3aTeliel ObLI IMPOBCACH ABAXIBI - IIPU IMOCTYILNICHUHN

MManucHTa B KIIMHUKY U YCPEC3 6 MCCALCB OT HadaJjia JICUCHMUAI.

4.1. Ouenka Gpu3N4eCcKOro pa3BuTHA NALUCHTOB
Ha nepBoMm atarne ucciaenoBaHus IIpU IOCTYIUIEHUU B KIMHUKY Yy IAl[UEHTOB C
KMII u BIIC Obutn paccuuTaHbl CpeJHEBO3PACTHBIE MOKA3aTEIM MACChl T€Ia U pocTa U
WX cTaHAapTHbIC oTKJIOHEeHHS (M £ 6), Tabnuma 4.1.1
Tabnuua 4.1.1.
IMoxka3aTenn GU3NIECKOro pa3BUTHA IeTel ¢ KAPAUOMHONIATUAMHU U

BPOKACHHBIMH NOPOKAMM CEpPALA NIPH NMOCTYIJIEHUH B KIMHUKY (M % o)

['pynms n Bo3zpact Mo
Macca tena, Kr Pocrt, cm

25 1-5 mec 5,34 +£1.07 62,00 £ 4,73

10 6-11 mec 7,15+ 1,28 65.0+ 3,73

25 1-2 rona 11,82 +2,20 84,0 +£ 6,90
Kapanomuonarumy, 7 3-4 ner 15,40 £ 1,03 106,0 + 33,56
n=87 18 5-11 mer 24,98 + 6,07 138,0 + 8,51

2 > 12 ner 52,80+ 13,01 158,0 + 3,54

7 1-5 mec 5,54 +£ 1,21 63,0 + 4,81

9 6 —11 mec 6,98 + 1,87 72,0 +£ 5,82

8 1-2 rona 10,02 £ 4,25 77,0 £ 8,48

Bpoxnennsie 12 3-4 ner 15,12+ 2,20 95,0 + 5,56
MOPOKH Cepanua, 23 5-11 ner 21,67 £ 5,96 113,0+ 12,14
n= 066 8 > 12 et 38,21 +£9,79 152,0 + 12,40

B cBsa3u ¢ Tem, uro B Tabmuue 4.1.1 cpeaHue 3HaYeHHs aOCOIIOTHBIX
noKasareyieil Macchl Tejla U POCTa PacCUUTAHbI JJI1 00bEIUHEHHBIX BO3PACTHBIX TPYMI
OONBHBIX, HE TMPEJACTaBISIOCh BO3MOXKHBIM IIPOBECTH CPABHUTENIBHYIO OILICHKY

MMOJTYUYCHHBIX aHTPOIIOMCTPHYCCKHUX UHACKCOB CO CPCAHCBO3PACTHBIMU CTAHAAPTAMU 110
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NEePICHTHIBHBIM  TabnumaMm. CorjlacHO COBPEMEHHBIM — peKoMeHmanusm BO?3,
nmokasarenu (Qu3uyeckoro paspuTvsa 153 geredt ¢ 3aboneBaHUSAMH cepaiia ObLTH
OIICHCHBI 110 OTHOCHTEIIBHBIM ITOKa3aTeIIsIM — CPSTHAM 3HAUCHUsIM Z-SCOores Macca Teja
JUTSL BO3pacTa, pOCT JJIs BO3pacTa, Macca JUIsl pocTa, MHIEKC MacChl Tella IS BO3pacTa
[55], Tabnuma 4.1.2.

Ta6numa 4.1.2.

Pacnpeaenenue nokasaresed (pu3n4ecKoro pasBuTus
AeTel ¢ KAPAUOMHONATHAMHI M BPOKIACHHBIMH IOPOKAMHU Cepana

NPHU NOCTYIVICHUH B KJIHHHUKY

Kapanomuomnarun BposkieHHBIE TTOPOKH
Z-scores Bo3spact (n=287) cepamna (n= 66)

25 Me 75 25 Me 75
1- 5 mec -2.62 | -1.42 | -0.60 | -2.53 | -2.18 | -0.83
6-11mec | -2.34 | -1.28 | -0.14 | -2.28 | -2.01 | -1.42
Macca Tena/ 1-3 rona -0,93 | 0,19 | 1,07 | -0.49 | -0,16 | 0,46
pocT 3-4 ner -0,59 | 0,05 | 0,44 | -0.83 | -0,27 | 0.35
1-5 mec -1.9 -1.5 | -0.67 | 2.9 | -2.76 | -0.87
Macca Tena/ 6-11 mec -1.7 | -0.73 | -0.02 | -3.16 | -2.10 | -0.66
BO3pacT 1-3 rona -0,31 | 0,36 | 0.88 | -0,33 | -0,09 | 0,29

3-4 ner -0,75 | -0,61 | 0.46 | -1,02 | -0,35 | -0,04
5-11 ner -1,04 | -0,60 | 0.07 | -1,40 | -0,37 | 0,29

1-5 mec -0,30 | -0,24 | 0,96 | -1,81 | -1,07 | -0.70

poct/ 6-11wmec | -0,19 | 0,50 1,41 | -1,40 | -0,92 | 0,53
BO3pacT* 1-2 rona -0,55 | 0,19 0,85 | -0,88 | -0,08 | 0,42
3-4 ner -0,19 | -0,05 | 0,21 | -0,60 | -0,44 | 0.12
5-11 mer -1,35 | -0,79 | -0,28 | -1,33 | -0,87 | -0,15
> 12 nmer -0,97 | -0.56 | -0,15 | -2,63 | -1,51 | -1,26

1-5 mec 272 | -1.7 -1.0 | 279 | 22 | -14
6-11mec | -2.31 | -1.45 | -0.16 | -2.42 | -2.22 | -1.63
NUMT/Bo3pact 1-2 rona -0,96 | 0,39 | 1,13 | -0,50 | 0.01 | 0,61
3-4 ner -0,58 | 0,03 | 0,39 | -0,84 | -0,30 | 0,33
5-11 ner -1,27 | -0,36 | 0,16 | -0,74 | -0,28 | 0,49
> 12 net -0,14 | 0,49 | 1,12 | -2.31 | -1.66 | -0.51

*p=0,01
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YcTaHOBIIEHO, YTO y OOJIBHBIX C Kapouomuonamusmyu OTPULIATENIbHbIE 3HaYEHUS
Z-scores (< -1 SD), cBHIETENbCTBOBABIIME O JETKOM OCTPOM HEIOCTATOUHOCTH
MTUTAHUS UMETH MECTO:

- 10 MOKAa3aTelNIo Macca mena/pocm 'y IeTed MepBoro rojia >KM3Hu B IEPBOM MOJTYTOAUU
Me = -1,42 (pa30Opoc konebanuit cocraBui oT -2,62 10 -0,6) ¥ y nallueHTOB B BO3pacTe
6-11 mecsaneB Me = -1,28 (pazdpoc konedbanuit ot -2,34 1o -0.14);

- MO TOKAa3aTel0 UHOeKC MAcchl mena/eo3pacm y TALUMEHTOB IEPBOTrO IMOMYToIUs
xu3Hun Me = -1,70 (pa3max konebanuit ot -2,72 no -1,0) u y OGOJBHBIX BTOPOTO
nosryroaus xu3Hu Me = -1,45 (pa3z6poc konebanuii ot -2,31 10 -0,16);

- UHIEKC Macca mena/éo3pacm 'y OOJNBHBIX B Bo3pacte 1-5 MecsueB umen
oTpuliaTesnbHbie 3HaueHuss Me = -1,51 (paz0Opoc konebanuii ot -1,90 mo -0,67), uto
yKa3bIBaeT Ha TCHACHINIO K (OPMHUPOBAHUIO JePHUIIUTA MACCHI TETIa;

- TIOKa3aTeNNb pocm/éo3pacm y BCeX OONBHBIX C KapAHMOMUOTATHSIMH COOTBETCTBOBAI
cpeaHeBO3pacTHOM HOpMe (MHTepBas 2 SD).

VY NalMeHTOB ¢ 8PONHCOeHHbIMU NOPOKAMU cepoya OTpUIaTeNIbHbIe 3HAYCHUS
nokazatens Z-scores (< -1 SD), yka3plBaiu Ha YMEpPEHHYI) U TSHKEIYIO OCTPYIO
HEJOCTATOYHOCTh TUTAHHUS
- TI0 TIOKa3aTeso Macca meaa/pocm B TEPBOM MONYroauu xu3Hu Me = -2,18 (pazodpoc
Kojebanuii 25 u 75 kBapTwib cocTaBisiid oT -2,53 mo -0,83) u B Bo3pacte 6-11
MecsteB Me = -2,01 (pa3opoc konebdanwii ot -2,28 1o -1,42);

- 10 TOKAa3aTel0 UHOeKC Maccbl mena/eo3pacm y TALUUEHTOB IEPBOTrO IMOMYTOUs
xu3HM Me = -2,20 (pa3max koneOanuii ot -2,79 no -1,4), y OOJBHBIX BTOPOTO
nostyrogus xu3znu Me = -2,22 (pa30Opoc konebanuit ot 2,42 no -1,63;

- TIOKazaTelb macca mena/éospacm y OONbHBIX B Bo3pacTe 1-5 mecsaneB (Me = -2,76,
pazbpoc konebanuii ot -2,90 mo -0,87) u Bo 2 momyromguu (Me = -2,10, paz0Opoc
Kojebanuii ot -3,16 o -0,66) uMen oTpullaTeNbHBIC 3HAYEHUsI, YKa3bIBAIOIIME Ha
Ne(UIIAT MACCHl Y JaHHOW KaTETOPUH OOIbHBIX;

- y geredt crapuie 12 5er mnokaszaTellb Z-Score UHOeKC MAaccul mena/803pacm
COOTBETCTBOBAJI JIETKOW U YMEPEHHON OCTpOil HejpocTaTrouyHOCTH nuTanus (Me = -1,16,

paszbpoc konebaunuii ot -2,31 mo -0,51);
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- IOKa3aTeNb pocm/éo3pacm y OOJbHBIX JAHHON BO3pacTHOW IpyIIbl paBHsuIcS Me = -
1,51 (pa3max konebanuii ot -2,63 10 -1,26), 4TO yKa3pIBaJIO HA HAJIMYHUE XPOHUYECKOU
HenoctaTouHoct nutanus (p = 0,01).

Yacrora pacnpeneneHusi nokazarened (U3NYECKOTO pa3BUTHUSL 00CIIEIOBAaHHBIX
JeTeil Mpu TOCTYIJIEHUHM B KIMHUKY B 3aBUCHMOCTH OT HO30JIOTMYECKON (POopMbl
3a0oJeBaHus TIpejcTaBieHa B Tabdnure 4.1.3.

B npotiecce ucciienoBaHusi yCTaHOBIICHO, YTO:

- IOKa3atelb Z-score macca meaa/pocm 0ojee, 4eM y moJoBUHEI AeTel (55%) I rpynms
B BO3pacTe 10 5 JieT ObUI B Tpejenax BO3pacTHOM HOPMBI, Y 42% OOJBHBIX HUXKE
HOpMBI, y 3% mamnueHToB Bbille HOpMblL. [Ipm  3TOM, cpeaum OONBHBIX C
HEJIOCTATOYHOCTBIO MUTaHUs MpeoOnanganu netu ¢ jerkoil cremenpto HII (54%), c
ymepennoit HII 6bu1o 25%, tsxenas gopma HII BeisiBnena y 21% mnamuentos. Bo 11
rpynne y OonbimuHcTBa nered (59%) B Bo3pacTe 0 S5 JEeT JaHHBIM MOKa3aTesb
HAXOJWJICS B IIpeeiax J0MyCTUMBIX 3HaUeHUH, Y 35% 1 y 6% O0NbHBIX ObLT HUXKE WU
BBIIIIE IONYCTUMBIX BEJIMYMH, COOTBETCTBEHHO. Kak nerkas, tak u sbkenas crenens HIT
BcTpeuanack y 17% nereit, ymepennas HII —y 66% nauneHTos;

- TIOKazaTenb Z-score macca mena/éospacm y OonbimmHcTBa Aeted (89%) I rpynmsr B
BO3pacte 10 12 jmer Haxoawica B IpeAesiax CPEAHEBO3PACTHBIX CTAHAAPTOB, ¥ 2% Uy
9% manueHToB - ObUI BbIIIE M HUXKE JOMYCTHUMBIX 3HAYEHUH, COOTBETCTBEHHO, CPEIU
Hux ymepenHas HII otmeuena y 57% nereit u 'y 43% - tsoxenas HIL. Ananoruunas
KapTuHa HaOmoganack y mnamueHtoB Il rpymmel. Tak, y 74% nereit ¢ BIIC
aHTPONIOMETPUYECKHE HWHIEKCHl HAaXOJWJIUCh B Tpelnelax CpeIHEBO3PACTHBIX
cTaHgapToB, y 4% - nuarHocTUpoBaHa W30BITOYHAs Macca Tena, y 13% OOJbHBIX -
HU3Kas Macca Tena, npu 3ToM y 46% nanneHToB oTMedeHa ymepeHHas crenenb HII, y
54% - Tsxenas crenenb HII;

- IoKazartenb Z-score pocm/eozpacm 'y 90% 6onbHbIX | rpynnst u 77% II rpynmsl Obu1 B
npenenax cpeaHeBO3pacTHbIX cTaHaapToB; y 8% aereit | rpynnst u 'y 18% Gonbubix 11
IpyNIbl JaHHBINA MMOKa3aTenb ObLT HUXKE -2 SD, 4TO COOTBETCTBOBAJIO O XPOHUYECKOMN
¢dopme HIIL. Bricokopocnocts Betpevanach y 2% aereit B | rpynmne u y 5% narueHToB

BO II rpymme;
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- moka3zarens Z-score UMT/6o3pacm B mpenenax CpeJHUX 3HAYECHUN HAXOIUJICS Yy
MOJIOBUHBI MarieHToB obeux rpymm (46% u 55% coorBerctBeHHO); HII BhIsBICHA Y
41% neteit B I rpynme (43 HUX jnerkas creneHb y 58%, ymepennas —y 28%, Tskenas —
y 14%) u 'y 36% Bo Il rpynmne (yierkast crenensb y 29%, ymepennas y 63%, Tsokenas — y
8%). N36pITOouHas Macca Tena umena mecto y 13% u 9% G0oJbHBIX COOTBETCTBEHHO B |
u Bo Il rpynnax.

Tabnuua 4.1.3.

Pacnpenenenue nokasaresieid (pu3nuecKoro pa3sButus 00JbHbIX

¢ 3a00J1eBAHUSIMM CepALIa IPH NMOCTYIJICHUH B KIMHUKY (n = 153)*

<-3 oT - 3 oT - 2 or-1 | or+1 oT + 2 >+3
Z-scores, mo—-2 | no-1 | mo+1 | jo+2 | mo+3
['pymma** I II oo} 1oy 1rym, 1| 1mo}1 |10
Macca n |6 2 718|152 (30186 |2 | 2 1 - 1
Tena/pocT % 21| 17 | 2566|5417 |83 (90|17 10| 50 | 50 | - | 50
Macca n |3 7 4 | 6 22| 9 (42130 7 |4 - -

TeJna/Bo3pacT % | 43| 54 |57 |46 |31|21|59|70| 10| 9

2
4 | - | -
3
5

% | 14| 58 |86 42| 17 |31 |66 57|17 |12

2
2
Poct/Bo3pact n |1 7 6 | S |13]16]|52|29 13| 6 | 2
2
2

NMT/Bo3pact n |5 2 101151217 |40|36| 8 | 4 1 1 1

% | 14| 8 |28 63 |58|29|46(55|72|66| 18 | 17 |10 | 17

* 1IBETOM BBIJIEJIEHbI CPEIHEBO3PACTHBIE HOPMBI B COOTBETCTBUM ¢ Kiaccudukarueit BO3, 2011 r.; **

[ rpynina — GosibHBIE ¢ KaparoMuonatusMu, Il rpymnmna — 6oJibHbIE ¢ BPOKICHHBIMU IIOPOKaMH cep/Lia

XpoHHYECKasi HEAOCTATOYHOCTh MHUTAHUSI BCTPEYAIACh JOCTOBEPHO 4Yalle B
IPYIIE NaUUMEHTOB C BPOXKAECHHBIMU MOPOKAMH CEPALIA, YEM B TPYIIIE MALUEHTOB C
kapauomuonatusimu (p = 0,009), B To Bpemsi Kak OCTpasi HEIOCTATOYHOCTh MUTAHUS
3HAYMMO Yallle OTMeyaachk y O0NbHBIX ¢ KaparnoMuonatusimu (p = 0,032).

B cB3u ¢ 0COOEHHOCTSIMH KIMHMYECKOTO TEYEHHsS pa3IMYHBIX (PEHOTHUIIOB
KapJUOMHOIATUI, JUIsi OO0Jiee TOJIHOTO MPEACTABICHUS O (PU3NYECKOM pa3BUTUU
OOJBHBIX HaMHM MPOAHATU3UPOBAHBI I[OKa3aTeNd Z-scores NpH AWIATAllMOHHOM,

PECTPUKTUBHOM U TUnepTpoduueckom penorunax (tabnuua 4.1.4).
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[Ipu aHanu3e NOJyYEHHBIX JAHHBIX HAMU YCTAaHOBJIEHO, YTO:
- 1O MoKa3arelno Z-score macca mena/pocm 'y 48% nereit ¢ JIKMII B Bo3pacte 10 5 net
oTMeuanach OCTpas HEAOCTATOYHOCTh MUTAHMS PA3TUYHOM CTENEHU TSHKECTH, B TOM
yucie y 48% - nerkas, y 28% - ymepennas, y 24% - Tskenas. B To Bpems Kak y aerei
¢ PKMII u I'KMII umena mecto tonbko nerkas crenenb HIT— B 20% u B 11% cinyyaeB
COOTBETCTBEHHO. [Ipu aHayiM3e BO3pacTHOIO paclpesiesieHusl BBISBICHO, YTO TsDKeas U
yMEpeHHas CTeneHu HeaocTtaToyHocTu nutanus (53%) Obuin B Oousbllel CTENEeHU
xapakTepHbl s 6onbHbIX [IKMII B Bo3pacte 10 1 roaa;
- 1O TOKa3atenw Z-score macca mena/éospacm B rpynne nanueHToB ¢ JJKMIT y 13%
neTeil orMevancs AePUUIUT MacChl Tella pa3IMYHOW CTENEeHH BBIPAXKEHHOCTH. B
rpynnax PKMII u 'KMII nauuentoB ¢ aedpunuurom macchl Tena He Obuio. M30bITOK
Macchl Tena otmedeH Tosibko pu I'KMIT (10%);
- TIpHU OlleHKe Tokazarens Z-score UMT/6o3pacm BwisiBieHo, uro npu JKMII octpas
HII umena Mecto y MOJOBUHBI AETEH, IPU 3TOM TsKejas cTeneHb oTMedeHa y 19%,
ymepeHHas - y 33%, nerkas - y 48%. Cpenu nereii ¢ PKMII y 67% nanueHToB nmena
mecto octpas HII (yierkas crenens y 83%, ymepennas - y 17%). B noarpynne 'KMII
13% nanuenToB nmenu Jierkyro crenens HIL

N36piTouHas macca tena otmedeHa y 7% OonpHBIX ¢ JJKMIL, y 25% nereit ¢
I'KMII u y 11% OGonbabix ¢ PKMII anTponoMerpuyeckue MHAEKCHI HAXOJIUIUCH B
npenaenax oosnee 2SD, 4TO COOTBETCTBOBAIO OXKUPEHUIO;
- TpU OIEHKE ToKa3arens Z-score pocm/eospacm Xponuueckas ¢dopma HII

yctanoBieHa y 9% nereit ¢ JIKMIL, y 11% - ¢ PKMII, y 4% - ¢ TKMIL



€ PA3JIMYHBIMH (PEHOTHNIAMM KAPAMOMHUONATHI NPH MOCTYIJICHUH B KIMHUKY*

Pacnpenesienue mokasaresied (pu3n4ecKoOro pa3BuTus aerei
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Tabnuua 4.1.4.

Z-scores <-3 ot -3 1o -2 oT -2 1o -1 or-1 to+1 | or+1 mo +2 oT +2 >+3
1o +3
noarpymnma** Ia |Ib|Ic|Ta|Ib |Ic|Ta|Ib|Ic|Ta|Ib|Ic|Tla|Ib|Ic|la|Ib|lc| Ia |Ib|Ic
Macca n 6 - - 7 - - |12 2 I 12312 |54 |-1]2|-1]1/]1 - - -
Tena/poct % | 24 | - - | 28| - - |48 20| 11 | 8 (40 |71 (15| - [29| - |20 | 11| - -] -
Macca n | 3 - - 4 - - 15,4 |3 302|102 |1 |4]|-]-1]2 - - | -
Tena/Bozpact | % | 43 - - | 57| - - |32 |58 |18 |64 | 28/59| 4 (14 23| - | - 10| - - | -
Poct/Bo3pacT | n 1 - - 4 1 1 7 1 S (327 (13, 8| - 15|21 -]- - - -
% | 20 | - - (8 | 11 | 4 | 15|13 |22 |68 (87|56 |17 | - (22| 4 | - | - - - | -
UMT/Bo3pact | n 5 - - 9 1 - 13| 5 3 (232 (154 -14]-1]11]1 - - |1
% | 19 | - - [ 33| 17| - |48 |83 |13 43 (22|63 7 | - |66 - |11 |17 | - - | 17

* IIBETOM BBIICTICHBI CPETHEBO3PACTHBIE HOPMBI B COOTBETCTBUU ¢ Kiaccugukarueirt BO3, 2011 r.;

** Ja — munatanroHHas Kapauomuomnatus (n = 54); Ib — pectpuxktuBHas kapauomuonarus (n = 9); Ic — runeprpodudeckas kapauomMuonats (n = 24)
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Takum o6pazom, naruents! ¢ JJKMII umenu 6osee HU3KHE MACCO-POCTOBBIE
nokaszatenau B cpaBHeHUH ¢ 6oabHBIME PKMII (p < 0,05) u mauuentamu ¢ I'KMII
(p <0,05). Ymepennas u Tsixenas HIT (28% u 24% cooTBETCTBEHHO) BCTpEUYATUCH
tonbko cpenu aeret ¢ JKMII (p < 0,05). Oxupenue oTmeyanach TOJBKO Y
6osbHBIX ¢ PKMIT (11%) u TKMII (25%) (p < 0,05).

YuuteiBass MHOroobOpazue GOopM  8podCOeHHbIX NOPOKO8 cepoya W
OTJaJIeHHbIE TOCJEACTBUE B IMOCIECONEPALIMOHHOM TEpHOJie, OCOObI HHTEpec
MPEACTABISIM  MAIlMEHThl Tocie TpoBeaeHHou omnepanun Dontena (IIb
noarpymnna, n = §), B CBSI3U C BO3MOXHBIM pa3BUTHEM BTOPUYHOWU OEJIOK-
Tepstomiel sHTeponatuu, noarpymnmy Ila (n = 58) coctaBuiam mNanuMeHTH C
pazHoo6pazubpiMu BIIC, Tabnuma 4.1.5.

B pe3ynbrare uccnenoBaHus BbISIBIEHO:

- YTO TMoKazatelb Z-score macca mena/pocm 'y 36% O6onbubix Ila moarpynmnsl B
BO3pacTe 10 5 JIET yKa3blBaJl HA OCTPYH0 HEJOCTATOYHOCTh NMHUTAHUS Pa3INYHON
CTENEHU TSKECTU, M3 HUX y 17% nDauueHToB - JETKYK CTeneHb, y 66% -
ymepeHnyio u y 17% - tskenyr. Bo IIb moarpynme nabGmropancs Toibko 1
MAalUEeHT B BO3pACTE A0 S5 JIET, HyTPUTUBHBIA CTATYC KOTOPOIO COOTBETCTBOBAI
CpEIHEBO3paCTHBIM cTaHaapTaM. M30bITouHast Macca Tena oTMedanach y 6% nereit
u3 Ila noarpymnmns;

- IpY aHaJK3€ ToKa3aTessl Z-score macca mena/6o3pacm yCTaHOBIEHO, uTo 24%
nanuenToB Ila noarpynmnel umenu neguuut Maccsl Tena, Bo IIb moarpymnme Takux
neteil He Obu10. M30bITOK Macchl Tena otMedeH y 3% nanuenTtoB Ila moarpymnmsl;

- Tpu OIleHKe Tokazartenss Z-score HMT/eo3pacm Bo Ila moarpymme octpas
HEJIOCTaTOYHOCTh MUTAHUS BbIsiBIEHA Y 35% nereil, u3 Hux Tskenasa creneHb HII
otrmeueHa y 10%, ymepennas crenenp HII —y 60% u nerkas crenens HIT y 30%

OOJIbHBIX.
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Tabnuia 4.1.5.
Pacnpenesienue mokasaresied (pu3n4ecKoOro pa3BuTus aerei

€ BPOKACHHBIMH IOPOKAMM CepALAa NPH NMOCTYIJICHUH B KIMHUKY*

Z-scores <-3 or-3m0-2 | or-2a0-1 |or-1g0+1 | or+1 1o +2 | or +2 g0 +3 > +3
Hoarpynna** ITa | IIb | ITa [IIb| IIa | IIb | IIa [ IIb| ITa | IIb | Ila | IIb | Ila | IIDb

Macca n 2 - 8 - 2 - 17 1 2 - 1 - 1 -
TeJs1a/pocT % | 17 - 66 - 17 - 89 | 100 11 - 50 - 50 -
Macca n 7 - 6 - 8 1 29 1 3 1 2 - - -
Teqa/Bo3pact | % | 54 - 46 - 20 33 73 33 7 33 3 - - -
Poct/BO3pact | n 5 2 3 2 15 1 27 2 5 1 3 - - -

% | 62 50 38 50 32 25 57 50 11 25 5 - - -
NUMT/Bo3pacTt | n 2 - 12 3 6 1 32 4 4 - 1 - 1 -

% | 10 - 60 75 30 25 55 50 66 - 17 - 17 -

* IIBETOM BBIICTICHBI CPETHEBO3PACTHBIE HOPMBI B COOTBETCTBUU ¢ Kiaccugukarueirt BO3, 2011 r.;

** Jla — 0e3 Oenok-tepstoriert saTeponatiu (n = 58); IIb — ¢ 6enok-Tepsromieit s3uTeponatuei (n = 24)
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Bo IIb moarpymnme ocTtpas HEIOCTaTOYHOCTb MUTaHUA ompenensiack y 50%
MAIlMEHTOB, U3 HUX YMEPEHHAas CTENEHb yCTaHOBJIeHa Y OonbmnHCTBA (75%) OONBHBIX,
Jerkasi crenes - y 25%. Oxxupenue BoisiBIeHO y 2 neteit u3 lla moarpynmsr;

- TMoKa3arenb Z-score pocm/8o3pacm YyKaszblBal Ha TO, uTo y 14% OonbHBIX U3 lla
noarpynmsl Uy 50% namuentoB u3 [Ib moarpymnmel nMena Mmecto xpoHuueckas Gopma
HIL

Taxum oOpa3om, y OOJIBHBIX C BPOKJIECHHBIMHU IMOPOKAMH Yallle 0TMeYallach ocTpas
HenoctatouHocTh utanus (Ila moarpynmna), y aereit ¢ BIIC nocne onepanuun ®@onTeHa
(ITb monrpymnma) mnpeoOnagana XpOHUYECKass HEIOCTATOYHOCTh MUTAHUSA, OJHAKO,
yKa3aHHbIE Pa3iandus ObUIM CTATUCTUYECKHU HE 3HAUMMBI.

OcoOblii MHTEpEC MNpEeACTaBIsUl aHanu3 (Qu3nyeckoro pa3BuTHs 48 OOJIbHBIX
IpyAHOrO Bo3pacTta, B ToM uyucie 33 mamuentoB u3 I rpynmner (31 ¢ AKMII u 2 ¢
I'KMII) u 15 nereii ¢ BIIC. Ilpu ouenke mokazartened (QPU3MYECKOrO Pa3BUTHS C
ucnoisibzoBanueM HopmatuBoB BO3 u mporpamm WHO Anthro, 2005 u AnthroPlus,
2009 ycTaHOBJIEHO, YTO MPHU NOCTYIJIEHUU B KIIMHUKY Yy A€TEH rpyIHOr0 BO3pacTa Kak ¢
KapJUOMHOINATUSIMHU, TaK W BPOXKJICHHBIMU IOPOKaMHU CEpJilla BBIABISIIACH OCTpas
HEJOCTaTOYHOCTh TNHUTaHus. IIpu 3ToM y OONBHBIX TMEPBOTO ToAa KU3HU C
KapJMOMHOINATUSIMU MMEJIa MECTO JIETKasi HeIOCTATOYHOCTh MHUTAHMS, Yy MallMEHTOB C
BPOKJIEHHBIMH MOPOKAaMHU CepAlla - yMEpeHHasi HeI0CTaTOYHOCTh TUTaHUSI.

['padpuueckue oTobOpaskeHus nokazareneil PU3NYECKOro pa3BUTHUS JETEH MEPBOTo
rojia >KU3HU ¢ 3a00JIEBaHUSIMU CEplla B CPAaBHEHUU C HOPMATHBHBIMH IOKa3aTeJIIMU
BO3 npencrasnensl Ha pucyHkax 4.1.1 u 4.1.2.

OneHka uW3y4yaeMbIX aHTPOMOMETPUUECKUX I[IOKa3aTesle IoKas3ana, 4YTo B
UCCIeyeMbIX Tpynmax Jered ¢ 3a00JeBaHUAMM CEpJilla HMMEJIOCh 3HAYUTEIbHOE
CMEIIEHUE CPEJTHUX BeIMUUH Z-scores (Me) B CTOpOHY OTpUIIATEIbHBIX 3HAUYCHUM:

- B IPYIINE NAUEHTOB C KAPOUOMUONAMUAMY OTMEUYEHBI OTPUIATEIbHbIE 3HAUCHUS (OT
< -1 no -3SD) BenuuuH Z-scores Macca Tena/poct (62,5% neteit) u UMT/Bo3pact (58%
nereit), npu 3toM 15% OonbHBIX uMenu Tsokenyr crenednb HII (< -3 SD), d4ro
MOATBEPKAAJIO 00Jiee BBICOKYIO YACTOTy BcTpeuaeMoctd Tspkenon HII  y atmx

OOJIbHBIX;
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Pucynok 4.1.1. OTkI0oHEHMsI CpPeIHHMX BEJIMYMH AHTPOINOMETPUYECKUX UHAEKCOB (Z-scores) y JAeTei MepBOro roja *XHU3HU C
KapIUOMHOIIATHSIMU MIPU MTOCTYIUIEHUU B KIMHUKY
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Pucynok 4.1.2. OTkIOHEHMS] CpPeIHMX BEJIMYMH AHTPOINOMETPUUYECKUX UHAEKCOB (Z-scores) y JAeTei MepBOro roja *HU3HU C

BPOXKICHHBIMU ITOPOKaMHU Ccepana MpH NOCTYIUICHUU B KIIMHUKY
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- Y I€TEH C 8p0odcOeHHbiMU NOPOKAMU cepOya TIOKa3aTeln Z-scores Macca Tesia/pocT u
NUMT/Bo3pact umenu 3Hauenus oT <-1SD go -3SD y 65,7% u 68,6% mnarueHToB
COOTBETCTBEHHO, YTO CBHUJETEIbCTBOBAJIO O HAJIWYUU OCTPOH HEIOCTaTOYHOCTHU
MTUTAHUS;

- TMoKa3zaTenb Z-Score pocT/BO3pacT CBHUAETENLCTBOBANI O 3ajepkke pocra y 14,3%
6onpHBIX ¢ KMII u y 18,6% mnamuentoB ¢ BIIC, uro yka3biBano Ha GopMupoBaHUE
xpoHudeckou HIIL

AHanu3 pe3ynbTaTOB MCCIEI0BaHUs TTOKa3ajl, YTO MPHU MOCTYIUICHUU B KIUHUKY
u3 48 nanueHToB 1 roga xu3Hu y 37 (77%) U3 HUX AUArHOCTUPOBAHA HEJOCTATOYHOCTh
nutanust. Y 26 (70%) 6onpubix ¢ KMII rpyaHoro Bo3pacta ObLia BBISIBICHA OCTpast
HeJ0CcTaTOYHOCTh nuTanus. [Ipu atom y 9 (35%) mauneHToB 1UarHOCTUPOBAaHA JierKas
HejoctarouHocTh nuTanus, y 10 (38%) - ymepeHHas HEAOCTaTOYHOCTh MUTaHUS, Yy 7
(27%) — txenas crenens HIL

VY G0JIBHBIX C BPOXKJICHHBIMHU MTOPOKAMHU CepJilla Takxke ycTaHoBieHa ocTpas HII
(n = 11, 30%), ipu 3TOM Jerkas cTeneHb orMeueHa y 1 pebenka (9%), ymepeHHas
cTeneHb — y 6 (55%) u Tskenas crenedb — y 4 (36%) nereti.

Takum o00pa3oM, TPOBEACHHBIE WCCICAOBAaHUSA YCTAHOBUJIU BBIPaKEHHBIN
ne(UIUT MacChl TeJla U CHI)KEHUE POCTa y JIETeH MEepBOro rojaa *U3HU ¢ OOJE3HAMHU
cep/illa He3aBUCUMO OT XapaKTepa KapAuOoJIOrMYeCKOM MaToI0TUH.

YuuThiBasgs BBICOKYIO YacTOTY BBISABICHUS HEJOCTATOUYHOCTH IMHUTAHUSA Y
oOcneJ0OBaHHBIX JIETEH, MPOBEACH CPABHUTENIbHBIN aHATU3 €€ BCTPEYaeMOCTH 1o (hopme
(ocTpas uiau XpoHWYECKas) U CTETICHU TSHKECTH (JIeTKasl, CpeHss, TsoKelas) B TPyIax
MAIUEHTOB C Pa3IMUHBIMU (DEHOTUIIAMU KapAHMOMHOINATHN U BPOXKIECHHBIMU MTOPOKAMHU

cepana (tabnuia 4.1.6).
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Tabmuna 4.1.6.

XapakTep HEAOCTATOYHOCTH NUTAHUA Y AeTel C Pa3JNYHbIMU PeHOTHIIAMH
KAPAMOMMONIATHI U BPOKICHHBIMHU MOPOKAMH CepaLa

NPHU NOCTYIUICHUH B KJIMHUKY (n = 153)

Kapanomuomnarun BposkieHHBIE TTOPOKH
(n=87) cepana (n = 66)
Henocratounocts BIIC’
IUTAHMS IKMIT' | PKMIT® | TKMIT BIIC® mocie
(n=54) (n=9) (n=124) (n=158) | onepauun
doHTEHA,
(n=8)
n % | n | % n % | n | % n %
Octpas ¢popma 30 56 | § |56 3 13 | 18 | 31 1 13
Bcero 38 (44%) 19 (29%)
JIeTKasi CTETICHb 12 40| 4 | 80 3 100 | 6 | 33 - -
yMEPEHHAs CTENEHb 10 33| 1 |20 - - 7 | 39 1 | 100
TsKeJasi CTENICHb 8 27 | - - - - 5| 28 - -
Xponuueckas - - 1 |11 1 4 6 | 10 4 50
dpopma*
Bcero 2 (2%) 10 (15%)

JlocTOBEpHOCTH pa3Inyuii MeXAy HoArpynmnaMu ¢ ocrpoit popmoit HII:

pl-2 =0,02; p1-3 =0,03; p2-3 - <0,01; p4-5 =0,002;

JHloctoBepHocTh paznuunii Mexay noarpynmnamu BIIC ¢ xponunueckoit popmoii HIT:
p4-5% = 0,02

Takum oOpa3oMm, 0OpH TMOCTYIUIGHWHM B KIMHUKY u3 153 manueHToB
HEJIOCTATOYHOCTh MUTaHUs (OCTpasi U XpOHHUYECKas) Obula BhIsBIEHA Yy 69 (45%)
MAIUEHTOB.

Octpast popma HEJOCTATOUHOCTU MUTAHUS JUarHocTupoBaHa y 38 (44%) nereit |
rpynmnbsl (C KapAUOMHUONATHUAMH), W3 HUX Jierkas creneHb - y 50% manueHTos,
yMepeHHas cTeneHb - y 29%, tskenas crenenb — y 21%. Bo Il rpymme (c
BPOXKJICHHBIMU TIOpoKaMu cepjna) octpas ¢opma HII umena mecto y 19 (29%)
MalKUeHTOB, HaumboJiee 4acTo BCTpedasiach ymepeHHas crtenenb HII (42%), nerkas

creneHb y 32%, Tskenas creneHb - y 26% nereil.
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XpoHHYECKasi HENOCTAaTOYHOCTh MUTAHUA OTMEYaJach 3HAYUTENBHO Yalle Yy
neTer ¢ BpOXKIEeHHBIMH TTopokamu cepana (n = 10, 15%) mo cpaBHEeHUIO ¢ MallUEHTAMH,
UMEIOIUMU KaparnomuonaTuu (n = 2; 2%), p < 0,05.

AHanu3 Moy4eHHBIX Pe3yJIbTaTOB MOKa3all, YTO OCTpast popMa HEJOCTATOYHOCTH
nuTaHus umena mecro y 56% pnereit ¢ JAKMII, 56% OGonbubix ¢ PKMII u y 13%
nauueHToB ¢ ['KMII. Crpykrypa HII cymecTBeHHO pa3iaudaiach B 3aBUCUMOCTU OT
¢denotuna KMII: npu JIKMII BoisiBiieHa ocTpas TsKejas U OcTpasi yMepeHHasi CTeleHb
HIT B 27% u 33% cny4aeB COOTBETCTBEHHO, B TO BpeMs Kak y OoyibHBIX ¢ PKMII
npeobnanana jgerkas crenenb octport HII (y 80% nereit), a B ciyuae ['KMII HII
BBISIBJIEHA TOJILKO B JIerKOMl cteneHu. Xponuueckas (opma HII nuarnoctupoBana y
11% 6onbHBIX ¢ PKMII 11y 4% nereii ¢ TKMII.

B nmoarpynmne GoJIbHBIX C BPOXKJIECHHBIMHU IMOPOKAMH CEepAla (3a MCKIIOYEHUEM
MALMEHTOB, ONEpUpOoBaHHBIX N0 MmeTony PoHteHa) y 31% nereil orMeueHa ocrtpas
dopma HIIL. ¥V GonbmmHcTBa nauueHtoB (39%) BblsiBIIeHa yMEpEeHHasi CTENEHb OCTPOM
HIL, y 33% nmanuenToB - nerkas crenenb HII, Tsoxenas crenens HII - y 28% GonbHBIX.
Xponudeckas ¢hopma HIT nuarnoctupoBana y 10% nereit.

B noarpynne nereit ¢ BIIC, onepupoBanubix no Mmerony donrtena, npeobdiaaganu
nanueHTsl ¢ xponudeckon ¢gopmoit HIT (50%), octpas ymepennas HII ormedena y 1

IManrcHTAa, ¥y OCTAJIbHBIX ITAIIUCHTOB HapyH_IeHI/Iﬁ HYTPHUTHUBHOI'O CTATyCa HC BbLIABJICHO.

4.2. AHaIM3 cnienraJIbHbIX OMOXMMHUYECKHUX MOKa3aTelel
Ha 2 srtane uccrnenoBanus y OOJIBHBIX C KapJUOMHUOMATHUSAMU U BPOXKAEHHBIMU
MOpOKaMH cepAla ObUIM HM3y4eHbl ToKa3zarenu OenkoBoro oOmeHna (oOuuii Oenok,
anbOyMuH, npeanbOymuH, comaromenuH-C, TpaHcdeppuH, C-peakTHBHBI O€J0K),
KOTOpbIE XapaKTEepU3ylOT cocTosiHMe OenkoBoro myna pedenka [105]. [lpu ananuze
PE3yJIbTATOB HUCCIEAOBAHUS YUUTHIBATU (PEHOTHUIBI KapJIUOMHUONMATHH U OCOOEHHOCTHU
nocJieoneparonHoro nepuoaa npu cnoxsslx BIIC (nmocne onepauuu doHTeHa) —

tabmuna 4.2.1.
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Hannbie Tabnuibl 4.2.1 CBUACTENBCTBYIOT O TOM, YTO BbIPA)KEHHbIE HAPYLICHUS
0esIkoBOro oOMeHa ObUIM JMArHOCTHUPOBAHBI MOAbKO Y 5 OOJBHBIX C BPOXKIECHHBIMU
NMopoKaMH cepaua mnocie onepauru DOHTEHA, OCIOKHEHHBIMU O€NOK-Tepsrtoiei
SHTEponaTuei B BHUAEC CHWKEHHUS KOHLEHTpaluil oOmero Oenka M albOymMuHA
(MuHuManbHble 3HaueHust 32 1/1 U 14 1/ COOTBETCTBEHHO) W MpeanbOymuHa y 1
6onpHOTO (119,38 MI/I).

VY mnmanMeHToB ¢ JPYrUMU HO30JIOTHUECKUMHU (POpMaMH KapAUOJOTUUECKHUX
3a007eBaHUil B eAUHWUYHBIX ciydasx (mo 1-3% OOJbHBIX) OTMEYEHO Kak
HE3HAUUTEIbHOE CHM)KEHHE, TaK M TOBBIIICHHE KOHIIEHTPAUUN H3y4yaeMbIX OEIKOB.
WNurtepec npencrasisul nauueHt ¢ TepmuHanbHor ctaauein PKMII u HIL, y koToporo
OTMEUEHO CHIKEHUE KOHIIEHTPALlUM CHIBOPOTOYHOTO ajJbOyMHHA U MpeajbOyMHUHA Ha
¢done BeipaxkeHHoro ¢puodposa neuenu (F4 no Metavir).

B Tabmuue 4.2.2. mnpeicTaBieHbl CpEHUE KOHIIEHTPALUM OLICHHUBAEMBIX
OMOXMMHUYECKUX MAPKEPOB B CPABHEHUHU C BO3PACTHBIMU pedepEeHCHBIMHU 3HAUCHUSIMHU.
OneHka MOMYyYEeHHBIX JAHHBIX MOKa3alia, 4TO CPEJHHE 3HAYEHHUs BCEX OIpEAeieMbIX
OMOXMMHYECKUX IMOKa3aTeJael MpakTUYECKH HE BBIXOIUJIU 3a TPaHUIBI pedepeHCHBIX
3HAYCHUU.

CHmwxenue ypoBHs anbOymuHa u mnpeanbOymuHa y 1 pebenka ¢ PKMII 6b110
HE3HAYUTENbHBIM U 00YCIIOBICHO KpailHE TsDKENbIM TEUEHHEM OCHOBHOIO 3a00JIe€BaHUs,
COIPOBOXKIAIOUIETOCS OTEUYHBIM CUHIPOMOM.

3HauuMble M3MEHEHUs OENKOBOTO OOMeHa (CHIKEHHUE YPOBHs oOiiero Oelka,
anr0yMUHa, TpealbOyMHuHa, TpaHCcheppruHa) OTMEUAMCh B IMOATPYIIE MAIUEHTOB C
BPOXKJEHHBIMH TOPOKaMH cepAala mnocie onepanuun DoHTeHa, YTO OO0YCIOBIEHO

MMOCJICONICPATNOHHBIM OCJIO)KHCHUCM B BUIC 66JIOK-TCp$IIOH.ICﬁ OHTCPOIIATHUH.
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Tabnuua 4.2.1

IMoka3aTenn 6eJ1KOBOro 0OMeHa y JeTel ¢ KAPAMOMHUONATHSIMHA U BPO:KIEHHBIMHU MOPOKAMH cepaua

NPHU NOCTYIVICHUH B KIMHUKY (n = 153)

Kapnuomuonartuu (n = 87), ¢dheHOTHUTIBI Bpoxnennsie mopoku cepaia (n = 66)
oKasaTeis JIKMII (n=54) | PKMII (n=9) | TKMII (n =24) | pasauunsie’ (n=58) rnocjue onzepauml
®onTteHa” (n = 8)
n % N % N % n % n %
. HOpMa 54 100 9 100 24 100 56 97 3 38
OOmmii 6emok*,

o CHHIKEHO - - - - - - 2 3 5 62
TTOBBIIICHO - - - - - - - - - -

AnpOymMun™*, HOpMa 54 100 8 89 24 100 57 98 3 38

r/n CHIDKEHO - - 1 11 - - 1 2 5 62
TTOBBIIIICHO - - - - - - - - -

[IpeansOymuH, Mr/a | Hopma 52 96 8 89 24 100 58 100 3 38

CHIDKEHO - - 1 11 - - - - 1 12
MOBBIIICHO 2 4 - - - - - - - -
Comaromeaun-C, HOpMa 49 91 9 100 20 83 54 93 - -
HI/MII CHHIKEHO 3 6 - - 2 8 3 5 - -

MOBBIIICHO 2 4 - - 2 8 1 2 1 12

Tpancheppun, Mr/mn | Hopma 53 98 8 89 23 96 57 98 5 62
CHIDKEHO - - - - - - - - - -
MOBBIIICHO 1 2 1 11 1 4 1 2 - -

C-Pb, mr/n HOpMa 54 100 9 100 24 100 58 100 7 88
CHIDKEHO - - - - - - - - - -

MOBBIIIICHO - - - - - - - - 1 12

JIOCTOBEPHOCTH pasIHdmii Mex 1y moarpymmamu BIIC: p' = < 0,05, p'

T

<0,01
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Cpennne ypoBHH KoHUeHTPauuM (M =+ 6) 0eJIKOB CHIBOPOTKH KPOBH

Tabnuua 4.2.2

y AeTeH ¢ KapAMOMHMONATHSMH U BPOKICHHBIMHU MOPOKAMH CepALA NPH MOCTYIVICHUU B KIMHUKY (n = 153)

KapJIHOMHOIIATHH BpoxieHHbIe TOPOKH CepAla
ITokazaTens (n=287) (n=66)
Bospacr Pedepencusie JAKMIT PKMII I'KMII pa3JInvHbIC, nocJie
3HAUEHMUS n=>54 n=9 n=24 n=>58 onepayu
doHTEHA,
n=_§
M+o M+o M+o M+o M+o
OO0t 6enoK, 0—1 mec 44 — 76 - - - - -
/1 1 — 12 mec 51-173 61,71 £ 4,82 - 54,0 £ 4,24 60,53 + 4,12 -
1 -3 rona 56 —-75 67,2640 | 645+£2,52 | 67,75 +2,06 63,00 + 6,98 70,0
3-16 ner 60 — 80 70,75+5,19 | 71,6 £ 6,54 | 71,44 +4,09 68,34 + 7,72 51,67 £
14,56
> 16 et 65 — 83 - - - 75 35,0
AnpOyMuH, 0 — 2 mec 26 —43 39,75 + 3,30 - - - -
r/a 2 — 7 Mec 28 — 46 42,72 + 3,29 - 35,0 40,38 + 3,34 -
7 Mec — 2 rona 28 — 48 42,53 £ 2,87 46,0 44,0 39,10 £ 5,32 -
2 — 14 ner 38—-54 4327+320|41,0+7,62 | 43,75+3,45 41,82 +2,94 35,5+ 7,14
14 — 18 et 32-45 - - - 44,0+ 4,24 22,75 £
16,26
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Tabnuua 4.2.2., npoaoKeHre

[IpeansOymuH, 0—1 mec 70 —390 - - - - -
MT/J 1 — 6 mec 83 — 340 196,16 + - 137,85+ 1,73 | 196,91 £ 51,2 -
62,41
6 mec — 4 rona 20—-360 188,5 + 171,02 211,86 176,1 £25,95 -
51,46 53,88
4 -6 ner 120 — 300 - - - 184,52 £ 31,55 119,38
6 —19 ner 120-420 187,5 + 148,53 + 262,27 205,99 + 22,33 229,28 +
17,68 61,56 13,51 154,59
Comarome-11H- 2 mec — 6 ner 33,5-171,8 82,11 £ - 99,92 + 64,71 96,1 + 50,08 -
C, 40,47
HT/MJT 6 — 9 ner 79,8 — 244 120,0 - - - 326,4
9—12 ner 87,4 - 399,3 150,50 - 277,7 1294 34,52 -
12 — 16 ner 188,4 - 509,9 - - 331,0 369,3 -
>16 ner 267,5-470,8 - - 238,2 -
Tpancdeppun, 0—16 ner 130-360 275,62 + 315,77 £ 276,65 + 283,31 £ 52,56 256,2 +
MT/1 49,94 65,08 61,88 97,34
>16 net 267,5-470,8 - - - 270,0 -
C-Pb, BCE <5 1,05+ 0,38 1,0 1,54 £ 1,40 1,32 £2,31 1,80 £ 2,27

Mr/n
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B xone uccnemoBaHus ObUTM MPOAHATM3UPOBAHBI 3HAYCHUS OHOXMMHUYECKUX
nokaszaTtesiel y OOJbHBIX KaK C BBISIBJICHHOW B MPOIECCE UCCIETOBAHUS HYTPUTHUBHOM
HEJIOCTAaTOYHOCTHIO, TAK 1 HOPMAaJIbHBIM HYTPUTHUBHBIM cTaTycoM (Tabnuua 4.2.3.).

Tabnuma 4.2.3.

IToka3aTesin 0eJIKOBOro 00MeHa y AeTell ¢ HeJOCTATOYHOCTHIO MUTAHUSA

u 0e3 HAPpYIICHUS HYTPUTUBHOI'O CTAaTyCa NIPHA NOCTYIUVICHUH B KIIMHHKY

[TatmeHTHI
ITokazarens ¢ HIL, n= 69 6e3 HII, n = 84
n % n %
OB Gertok, HOpMa 40 58 47 56
o CHIDKECH - - - -
TTOBBIIICH - - - -
HOpMa 39 57 47 100
Anb0ymMUH, CHIDKECH 1 1 - -
/1 TIOBBIIICH - - - -
HOpMa 37 54 47 100
[IpeansOymuH, CHIDKECH 1 1 - -
MT/TT MTOBBIIICH 2 3 - -
HOpMa 36 52 42 50
Comaromenuu-C, | cCHUKEH 3 5 2 2
HI/MJT MOBBIIICH 1 1 3 4
HOpMa 39 57 45 54
Tpancheppun, CHIDKEH - - - =
MT/ 171 MTOBLIIIEH 1 1 2 2
HOpMa 40 100 47 100
C-PBb, CHIDKEH - - - -
MT/TT IToBbImeH - - - -

Heo0xonuMo OTMETUTh, YTO CHM)KEHHE KOHIICHTPAlUi B CBIBOPOTKE KpPOBH
oOmero Oenka, anpOyMuHa, Mpeanb0yMHUHAa OTMEUYEHO TONbKO y 1% aereit B rpynme ¢
HEJI0OCTaTOYHOCThIO NuTaHusa. CHuKeHue ypoBHel comaromennHa-C HMMeEN0 MECTO Y
5% mnauuentoB B rpymmne ¢ HII u y 2% OonbHBIX B Tpynme 0Oe3 HapylICHHUS
HYTPUTUBHOIO cTaryca. [loBbillleHHe KOHLEHTpAluu NpeaibOyMUHa U COMaTOMEIMHA-
C BbuiBaeHO y 1% perell ¢ HENOCTaTOYHOCTHIO IIMTAHMSI, IOBBIIIEHUE YpPOBHSA

comaroMenuua-C y 4% 0e3 HapylleHus HYTPUTUTBHOTO cCTaTyca, TpaHCheppuH ObLI
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noBeiieH y 1% mnanuentoB ¢ HII u y 2% OOnbHBIX C aleKBAaTHBIM HYTPUTHUBHBIM
CTaTyCOM.

Taxkum oOpaszom, y neTel ¢ XpOHUYECKON CepJIeYHON HEJOCTAaTOYHOCThIO, B TOM
YUCJIE COMPOBOXKIAIOLICHCS HENOCTATOYHOCTHIO TUTAHUSA, MPHU TMOCTYIUIEHUH B
KIIMHUKY KOHIIEHTPAllUM BCEX OHMOXMMHUYECKHX IIOKa3aTejed, XapaKTepHU3YIOIINX
OCJIKOBBIN OOMEH, HaXOIWJIUCh B TIpejenax peepeHCHBIX 3HaUYeHUM. 3HAYUTEIbHOE UX
CHIDKEHUE OTMEUYEHO TOoJIbKO y 5 mamueHtoB ¢ BIIC, omepupoBaHHBIX MO METOIY

@doHTEHa, ¢ MOCIEAYIOIINM Pa3BUTUEM OENIOK-TEPSIONIEH S HTEPOIIATHH.

4.3. OneHkKa CTPYKTYPbI U XapaKTepa NUTAaHUS JeTeil
4.3.1. Oco0eHHOCTH MUTAHUSA JIeTell ePBOro rojia *KU3HU

[Ipu nocTyrieHUH B KIIMHUKY THIATENbHBIM aHAN3 PAllMOHOB MTUTaHUS MTPOBEICH
y 48 nereil mepBOro rojia >KM3HU C XPOHUYECKON CEPACYHOM HEIOCTATOYHOCThIO: ¥ 31
(65%) pebenka ¢ IKMII, y 2 (4%) neteit ¢ 'KMII u y 15 (31%) nanuentos ¢ BIIC.
Br16op naHHO# BO3pacTHOM Kateropuu OOJBHBIX ObUT OOYCIIOBIEH BHICOKUMH TeMIaMU
¥ OOJIIIMM BIIMSHMEM NUTaHUS HAa POCT U pa3BUTHE peOEHKA, a TaKXKE BBICOKUM
PUCKOM CEp/I€UHON HETOCTATOYHOCTH U TPYAHOCTSAMH B OPTaHU3ALMU JUETOTEPAIUY.

Cpenu HabmrogaBmuxcs nanueHToB 32 (67%) pedenka ObLIM B Bo3pacTe oT 1 10
5 mec. (Me 3,4 £1,4) u 16 (33%) neteit B Bo3pacte ot 6-12 mec. (Me 8,5 £ 1,7).
VYcTaHoBNIEHO, 4TO Y OOJBHBIX MEPBOrO MOMYrOAUsS *U3HU CPEIHECYTOUHBIH 00BEM
nuiy kojebancs ot 500 go 800 mui, BO BTOpoM mosiyroauu ku3nu - oT 500-1300 mu.
[Ipaktryecku y Bcex mnanueHToB (80%) pexum mnuTaHus He coOmtojancs (aerei
KOpMIWIM OECTOopsSA0YHO N0 MX TpeOOBaHUIO WM MO >KeidaHuio marepu). KpatHocTh
KOpMIIEHHH cocTaBisiia oT 5 1o 10 pa3 B cyTKH.

BaxxHOo OTMETHUTBH, UTO NP MOCTYIJICHUU B KJIMHUKY Y OOJBIIMHCTBA JETEN KakK C
KMII, tak u ¢ BIIC B cBsI3M ¢ OTCYTCTBHEM anmneTuTa Ha (POHE TAKEIOr0 COCTOSTHUS 110
OCHOBHOMY 3a00JIEBAaHHUIO HMEJI0 MECTO CHI)KEHHE KaK pa30BOro, Tak W CYTOYHOTO
o0beMoB mumy. [Ipu oTkaze OT enbl POAUTENN «IOKAPMIIMBAIN» JIE€Te COKaMH WIIU

BOIIOﬁ B HCOI'PaHWUYCHHOM KOJIMYCCTBC.
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B kadecTBe OCHOBHOTO MPOAYKTa MUTAHUS B pallMOHE JI€TEel TPYyAHOr0 BO3pacTra
UCIIOJIb30BAIUCh MATEPUHCKOE MOJIOKO WJIM aJaNTUPOBAHHBIE MOJIOYHBIE CMECH.
[IpukopMbl BBOAWJIM B MUTAaHUE JETEH OTCPOYEHO, TOJIBKO TMocie 7-8 MecAleB:
MOJIOYHBIE Kallld, TBOPOT, OBOIITHOE U (PPYKTOBOE MIOPE, PEIKE — MICHOE IMIOPE.

[Ipu aHanu3e (HaKTUUECKOTO MUTAHUA Y BCEX MAIMEHTOB OBbUIM BBISBICHBI
KaueCTBEHHbIE U KOJIMYECTBEHHbIE HAPYUIEHUs COCTaBa PAIMOHOB, YTO MPHUBOJUIIO K
ne(UIUTY BCEX OCHOBHBIX HYTPUEHTOB U SHepruu (Tabnuua 4.3.1.).

Tabnuua 4.3.1.
IloTpebeHnsi OCHOBHBIX NUILEBBIX BELIECTB U JHEPTrUN

A€THBMHU IEPBOIo roaa KU3HU € 3a00J1eBaHUSIMH cepana

[pynmbr
KMII, BIIC, H®IT*
ITpu3nHak n=35 n=16
DHepreTuyeckas M+o 79,5 £ 22,8 86,2+ 11,1
IIEHHOCTb, KKaJI/KT min 54,5 60,3 110-115
Max 130,0 96.0
benkn, r/kr M=+o 1,7+£0,7 2,1£0,7
min 0,8 1,3 2,2-2.9
Max 3,0 3,6
Kupsl, r/kr M=+o 39+1,3 4,0+0,8
min 2,1 2,8 5,5-6,5
Max 7,0 5,4
VYriaeBoasl, I/Kr M+o 8,9+23 8,613
min 5,9 6,7 13
Max 14,0 10,3

*- HOpMBI (PU3HOJIOTMYECKUX MOTpeOHOCTEN

Tak, y 6onbabix ¢ KMII komuuectBo Oenka B pammonHe coctaBwio 1,70+0,7
r/kr/cytku (nmpu H®II ot 2,2 no 2,9 r/kr/cyTku, B 3aBUCMMOCTH OT BO3pAacTa; >KHpa
3,9+1,3 r/cytku (HOII 6,5-5,5 r/kr/cyTkn); yrineBoaoB 8,94+2,3 r/kr/cytku (HDII 13
I/KT/CYTKH), SHEpreTuuecKkas eHHOCTh cocTaBisuia 79,5+£22,8 kkan/cytku (HOIT 115-
110 kkan/kr/cyTku). AHalOruyHas KapTHHa HUMeJa MeCTO U Yy OOJbHBIX C
BPOXKJICHHBIMU TTOpPOKaMHU Ceplla: cojepkaHue Oenka B paruoHe coctaBuio 2,1+0,7
r/cytku; xupa - 4,0+0,8 r/kr/cyTku; yrieBojoB - 8,6+1,3 r/Kr/cyTkd, SHEpreTuueckas

IIEHHOCTH - 86,2+11,1 kkan/kr/cytku (tabmuna 4.3.1.).
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Takum oOpa3oM, NPOBENEHHBIM aHANU3 MOJIYYae€MbIX CYTOYHBIX PpAaIMOHOB
MOKa3aJl, 4YTO OTKJIOHEHHUS B XHMMHUYECKOM COCTaB€ B BUJE CHWKEHHUS MOTPEOJICHUS
OCHOBHBIX TMHIIEBBIX BellecTB 1o cpaBHeHUto ¢ HDII xapakrepHbl Kak ais gered ¢
KapJMOMHOIIaTUEH, TaK U C BPOXKJIEHHBIMU MTOPOKAMHU CEpIIa.

Y OonbHBIX naHHOW Bo3pacTHoM rpymmbl ¢ KMII nedumur cyrounoro
oTpeOJIeHUs] OCHOBHBIX THINEBBIX BEIIECTB COCTaBIsI: Oenka - 33%, xupa - 28%,
yriaeBosoB - 29%, sHepreTuueckass LIEHHOCTh palMoHa Oblia cHUkeHa Ha 35% mo
cpaBuenuto ¢ HOII. Tlpu BIIC nedurut 6enka 6wu1 15%, xupa - 29%, yrieBosioB -
25%, sHepreTuyeckas 1IeHHOCTh panuoHoB Obu1a Hke HOIT na 30% (tabauma 4.3.2.).

Tabnuua 4.3.2.
OTKJI0HEeHHS B TOTPe0JIeHNM OCHOBHBIX NMUIEBLIX BellecTB U YHepruu (%)

AeTbMH nepBoro roaa ;ku3Hu ¢ XCH npu noctynjieHuu B KIMHUKY (n = 48)

JIe(HUIUT OCHOBHBIX MHUIIEBBIX BEIIECTB U SHEPTUU
r o 1o otHoteHuio kK HITD* (%)
PyHIe! n (%) Duepretudeckast |  benku XKupsr | Vriaeossl,
IIECHHOCTD
KMIT 33 (69) -35 -33 -28 -29
BIIC 15 (31) -30 -15 -29 -25
p > (),05 > (0,05 > (0,05 > (0,05

*- HOpMa (PU3UOJIOTHYECKUX TOTpEeOHOCTEH

Kak BuaHo w3 Tabmuiel 4.3.2 y TalMEHTOB C Kapouomuonamueti JACHUIAT
OCHOBHBIX THIIEBBIX BEIIECTB M HHEPrUU B MUTAHUHU OBLI BBIIIE, YeM Y OOJIBHBIX C
8POJICOCHHBIMU NOPOKAMU cepoyd, OJHAKO pa3iuyus HE HMEIH CTaTUCTUYECKOU
3HauumocTH (p > 0,05).

AHanu3 MHUKPOHYTPUEHTHOIO COCTaBa IHUTAaHUA JI€Ted MEpPBOrO Trojia MKU3HU
MOKa3aJl 3HAYUTENbHBIM JAePUUUT OTAENbHBIX OSCCEHUUAJIbHBIX BUTAMHUHOB U
MuHepanbHbIX BenlecTB y 0osbHbIX ¢ KMII 1 nmanuentoB ¢ BIIC. Tak, oOpaian Ha ceOst
BHUMAaHHE BBIPAXKCHHBI HEAOCTATOK B panuoHax ButamuHa A (Ha 32% u 19%) u
ButaMmuHa D (Ha 41 u 47%) COOTBETCTBEHHO, MpPU OTBEYAIOIIEM BO3PACTHBIM

NOTPEOHOCTSIM B COZAEp>KaHUU BUTaMUHOB Tpynnsl B — B; u B,. Otmeuen aepuuut
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kasbius (Ha 50% u 35%), maraus (Ha 60% u 62%), xene3a (Ha 46% u 31%), docdopa
(Ha 54% u 49%) npu KMII u BIIC cooTBeTCTBEHHO.

4.3.2. XapakTepuCcTHKA NUTAHUA AeTeH cTapue 1 roxa

Onenka (pakTuueckoro nutaHus nposeneHa y 102 ngereit B Bo3pacre ot 1 roga ao
16 net, u3z Hux y 52 (51%) mamuentoB ¢ kapauomuonatusmu, y 50 (49%) nereit — ¢
BpPOXXJICHHBIMHU TMOPOKaMH cepjia (B TOM 4ucjie y 8 OOJbHBIX, KOTOPhIE MEPEHECIIH
onepaiuio 1o GoHTEHY, 5 U3 KOTOPHIX PA3BIIH OEIOK-TEPSAIOIIYIO SHTEPOTIATHIO).

BaxxHO OTMETHUTH, UTO /10 MOCTYIUICHUS B KIIMHUKY Ha MMUTAHUU JeTel BHUMaHUE
HE aKI[EHTUPOBAJIOCH, CIICIIHAIM3UPOBAHHBIX JUET U MPOJAYKTOB SHTEPATHLHOIO MUTAHUS
OonbHble He Tonydanu. CoOCTaBbl PAIIMOHOB OBUIM OrpPaHUYEHBI, MPU ITOM B HHX
npeobyiaiaii  MakapoHHBIC, KpPYISIHbIE, KOHIUTEPCKUE W3JENUs, CIag0CTH, U3
MOJIOYHBIX TPOJAYKTOB €XKEIHEBHO MCIIOIb30BAINCH TOJIBKO IIEIBHOE MOJIOKO,
KHCJIOMOJIOUHBIC TPOAYKTHI, pexe (3-4 paza B HENEN0) - TBOPOT, OBOIIH, (PPYKTHI,
Mmsaco. CyTounble 00beMbl uTanus kosedanucs ot 1200 1o 2000 mot.

Hecmotps Ha moctaToyHoe pazHooOpas3ue palroHa NP aHalu3e (PakTUUeCKOTo
nutanust y 50% mamueHToB OTMEYeH Ne(PHUIUT BCEX OCHOBHBIX MaKpPOHYTPHUEHTOB
(6enKoB, )KUPOB U YIIEBOJOB). YCTAaHOBJIEHA TEHJCHIIMS K 3HAUUTEIBHOMY CHUKEHHIO
OHEPreTUYECKOM IIEHHOCTH PAIMOHOB IO CPaBHEHHIO C HOPMON (HDHU3UOJIOTHYECKUX
noTpebHocTel (Tabnuna 4.3.3).

Tak, y nanueHtoB ¢ KMII BbIsIBICH 3HAYUTENBHBIM JOePUIUT CYTOYHOTO
notpebsenust 0enka — Ha 21%, xupa — Ha 27%, yrineBoaoB — Ha 48%, aHepreTUdecKast
LEHHOCTh palMoHa Obla cHukeHa Ha 39% mno cpaBHenuto ¢ HOII. [Tutanue 00nbHBIX
¢ BIIC taxxe 6b110 pazbaiaHCHUPOBAHO: HEIOCTATOK Oelika cocTaBisii 2%, xupa - 20%,
yraeBojioB - 33%, sHepreTU4yeckod HEeHHOCTH paruoHa Obuia Hike HOII na 19%

(Tabmuna 4.3.3.1).
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KMII BIIC

Pucynok 4.3.1. Otknonenue (%) OT HOpMbI B COJIEP>KaHUM OTJEIBLHBIX BUTAMUHOB M MUKPOAJIEMEHTOB B palloHax jereit 1 roma

JKU3HU IIPU NOCTYIVICHUU B KIIMHUKY
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Tabnuma 4.3.3.
OTki1oHeHHsI B moTpedJieHnn (%) OCHOBHBIX NMUIIEBbHIX BEIECTB M YJHEPTUH

perbMu ¢ XCH crapuie 1 roga npu nocrymieHuy B KJIMHUKY (n = 102)

['pyrmbt n (%) JIeUIIUT OCHOBHBIX MHINEBBIX BEIIECCTB U YHEPTUU
o cpaBHenuto ¢ HIID* (%)
DHepreTnueckas | benkw, Kupsel, | YrimeBogsl,
IIEHHOCTH, KKaJI T T r
KMIT 52 (51) -39 -21 -27 -48
BIIC 50 (49) -19 -2 -20 -33
p > (0,05 > (0,05 > (0,05 > (0,05

*- HoOpMa (PU3NOTOTUIECKOTO TTOTPEOJICHHS

[Ipy oneHke BUTAMHUHHOTO U MHUHEPAIBHOTO COCTaBa CYTOYHOIO palroHa
YCTAHOBJIEH  3HAYUTEIBHBIM  HENOCTAaTOK  MOTPEOJICHHS  3CCEHUUATBHBIX
MUKpOHYTpUeHTOB y aeteil kak ¢ JJIKMII, tak u BIIC (Butamuna A Ha 38% u 13%;
ButamuHa D Ha 90% u 39%, a taxke kanpiusg Ha 19% u 25% COOTBETCTBEHHO.
Hedbuuut marHus ccrtaBisili B obOeux rpynmnax 19%. Pasnuuusa B morpeGnenuu
BUTaMUHOB nanuentamu | u Il rpynn He umenu cratucTuyeckoi 3HaUUMoOCTH ( p >
0,05), pucynok 4.3.2.

[Ipu omenke ¢akrtuueckoro nutanus namueHtoB ¢ BIIC mocne omneparuu
@doHTeHa OoTMEe4YeHO cHMkeHHe (Ha 15%) yriieBoJoB M 3HEPreTHYeCKOW LEHHOCTU
paluoHa Mpu HOPMAJbLHOM YpPOBHE MOTpeOsieHus Oeika U kupa. Takxke OTMEUYeHO
CHW)KEHHE YPOBHA MOTPeOICeHUS KUpOpacTBOpUMBIX BuTaMuHoOB (A, D u E), xenesa,
MarHus, Kajaeiysa u Gpocdopa (pucyHok 4.3.3).

Takum 00pa3oM, 10 MOCTYIUIEHHS B KIWHUKY [HUTAHUIO TAIlMEHTOB C
KapJMOMHOIATUSIMU U BPOXKJIEHHBIMU TOPOKaMHU cepila, Kak I'pyJAHOro BO3pacTa,
Tak M cTapme | roga He yAeIsIoch JOJKHOTO BHUMAHHUA, YTO NPHUBENIO K
pa30aJaHCUPOBAHHOCTU Kay€CTBEHHOIO M KOJIMYECTBEHHOTO COCTaBa PAlMOHOB H
3HAYUTEIBHOMY JA€(PUIUTY OCHOBHBIX MHIIEBBIX HYTPUEHTOB, SHEPIUU, a TaAKKE
ACCEHUHUANbHBIX MHUKPOHYTPUEHTOB - BUTAMHUHOB M MHHEpPAJIbHBIX BEIECTB.

Henocratounocts nuranus y nereit ¢ XCH umeer BBICOKYIO pacnpOCTPaHEHHOCTD,
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KJIMHUYECKU Ha TEpBOM TOJy KM3HU mporekaeT mo tumy octpoil HII. B Gonee
ctapmeM Bo3pacte HII mpuoOperaer xpoHuueckyro (opmy, IpEeHMMYIIECTBEHHO Y
nereir ¢ BIIC, B Tom umnciie y aereid, KOTOPbIM XUPYpPruyeckas KOppeKuus MOopokKa
MpoBeZicHa cBOeBpeMeHHO. [lammenTsl mociie npoBeneHHoM onepanuun DoHTEHa B
50% cnyuaeB UMEIOT BhIpaKeHHYIO 3aaepkky pocta (XHII). Teuenne HII 3aBucur
ot penoruna KMII: tsxenas u ymepennas octpas HII 6onee xapakTepHbl uisl AeTeit
¢ AKMIL. V¥ nereit ¢ PKMII u I'KMII HenocTaTOUHOCTh MUTAHUS HUMEET HUBKYIO
PacIpOCTPAHEHHOCTh U HOCUT OCTPBII XapakTEp JIETKOW WM YMEPEHHOU CTEIEHHU.
s gereit ¢ XCH Hapyuienust 6e1KoBoro ooOMeHa He XapakTepHbl, B TOM YHUCIIE TPH
HaJJMYUU HEJAOCTATOYHOCTU nuTaHus. Mckmouenne coctaBisitoT nauueHTsl ¢ BIIC,
onepupoBaHHbie TI0 MeTony DOHTEHA, C OCIOKHEHUSIMU B BUJIE OEJIOK-TepsIouen

SHTEPONATHUM.
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Pucynok 4.3.2. Otkiionenue (%) OT HOpMbI COAEPKAHUS OTAEIbHBIX BUTAMUHOB M MUKPO3JIEMEHTOB B TUTAHUU JETEH cTapiie

1 rojza nmpv nNoCTymjiCHUU B KIIMHUKY.
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Pucynok 4.3.3. Otknonenue (%) oT HOpMbl COJEpKaHUSI OCHOBHBIX MUIIIEBLIX BEIIECTB, SHEPTUH, OT/ICIIbHBIX BUTAMUHOB U

MHUKPOI3JICMCHTOB B [IMTaHHUU z(eTeﬁ IocCJec orepannuunu doHTEeHA IIPpH MOCTYIUICHHUU B KIIMHUKY.



I'1aBa 5. OPTAHU3AIIASA HYTPUTUBHOM NOJJEPKKH
U OIIEHKA EE D®OPEKTUBHOCTH Y BOJbHBIX
C XPOHUYECKOM CEPJEYHOM HEJIOCTATOYHOCTHIO

OcCHOBOM COBpPEMEHHON TaKTUKU BEJICHUSI MAIIMEHTOB C XPOHUUECKON CeplIeuHOn
HEJOCTAaTOYHOCTBIO JIIOOOM JTHOJOTUM SIBISIETCS KOMIUIEKCHOE TepaneBTUYECKOe
BoznelcTBue. CorjmacHo pekoMmeHnauusm EBpomneiickoro oOmiecTBa KapauoiIoroB
MenukaMeHTto3Hoe JedeHne XCH sBnsercss OCHOBOW NATOTCHETUYECKOW TEeparuu.
Onnako 0e€3 WCIOJIL30BaHUS HEMEIUKAMEHTO3HBIX METOJOB JICUCHUS, TaKUX Kak
JTUETUYECKOe MHUTAHUE, MPaBUIBHBIA PEXKUM THS, YXOJ U 00pa3 KU3HH, TOCTHUKEHUE
MOJIOKUTENIBHBIX PE3yJIbTaTOB OT MPOBOAUMBIX JIEYEOHBIX MEPONPHUITHI B OOJBIION
CTENIeHU 3aTPYIHEHO.

Bcem HaOmomaemMbIM ManyieHTaM MPOBOJWJIACH Tepalus, HalpaBlICHHAas Ha
KYIMUPOBAaHUE CHUMITOMOB CEpJICUYHON HEAOCTATOYHOCTHU: CEPJCUHbIE TIUKO3UIBI,
WHIUBUAYabHBIA TO00p n03 u-All®, B-anpenobnokaTopoB, auypeTukoB. Ilpu
HaJUYUU SKU3HEYTPOXKAIOIMMNX apUTMUN Ha3HAYAIUCh AHTHAPUTMHUYECKHUE CpPEACTBa
(ammopmapoH, corarekcas, mnpomnadeHoHa —amnerar), ¢ ILelbl0  NPOPUIAKTUKU
TpOMOOIMOOIUN — AaHTUKOATYJSIHTBI WM aHTHArperanThl (BapdapuH HaTpus,
aleTHICATTUIUIOBAS KUCIIOTA).

Hetu crapuie 1 roga ¢ XCH 6e3 npusnakoB HII nonydanu MoguduimpoBaHHyO
nuety No5. IlanmMeHTaM C BBISIBICGHHOM HEIOCTAaTOYHOCTBHIO IMHUTAHUS B KOMIUIEKCE
Je4eOHBIX MEPONPUSATUM Ha3Hayajgach JOMOJIHUTEIbHAS HYTPUTHUBHAS TOAJEPIKKA,
BKJIIOUABINIAsi BEICOKOOEIKOBBIE, BHICOKOKAJIOPUMHBIC CTEIIUATU3UPOBAHHBIC TTPOTYKTHI
JUISL DPHTEPAJIBHOTO MUTAaHUS. AJTOPUTM MPOBEACHUS HYTPUTHUBHOU TMOAJCPKKH KaK Y
JeTel ¢ BpOXKACHHBIMU MTOPOKaAMU CEPIIa, TaK U C KapMOMUONATUAMH HE OTIIMYAJICS.

[Tpu opranuzanuu J1e4eOHOTO MUTAHUS TPUHUMAIA BO BHUMAHHUE:

- BO3pacT pebeHka, ero o01ee COCTOSHUE;
- MoKa3aTesd PU3NIEeCKOro pa3BUTUS, (OPMY U CTETICHB TSKECTU HEIOCTATOYHOCTH
MIATaHUS;

- U3MEHEHHST OMOXUMHYECKHUX HOKaSaTeJ'Ief/'I;
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- COCTaBbl COBPEMEHHBIX CHEIHAIU3UPOBAHHBIX MPOAYKTOB JIJIsl SHTEPATBLHOTO
MUTaHUS.

Knunnyeckas 3¢()exkTUBHOCTh pa3pabOTaHHOW AMETOTEpanuu OLEHUBAJIACH IO

JUHAMUKE OOILEro COCTOSHUS M CaMOYYBCTBUSI peOeHKa, TeMIaM HapacTaHUsS MacChl

TCJIa U pOCTa, UX COOTBCTCTBUA CPCAHCBO3PACTHBIM ITOKA3ATCIIAM.

5.1. Oco0eHHOCTH Ha3HAYEHHUS Je4eOHOro MUTAHUS
JAeTSAM MEePBOro roja ;Ku3Hu

B wuccnemoBanum Ooiibllioe BHUMAHHUE OBLUIO yJEJI€HO OOOCHOBAHUIO W
OpraHu3aIiy JUeTOTepanuu Ui JAeTeil mepBoro roja xu3Hu (n = 48), Tak Kak B 9TOM
BO3PACTHOM IE€PUOJIE TTUTAHUE SIBISCTCS HE TOJBKO BaXKHBIM JICUeOHBIM (DAaKTOpPOM, HO
1 OKa3bIBAET OMPEACIISIIONTYIO POJIb HA POCT U pa3BUTHE OOJIHLHOTO peOeHKaA.

CoctaB JeueOHOTO paloHa B TIEPBYHO Ouepelb 3aBUCEN OT CTEMNeHU
BBIPQKEHHOCTH HAPYIIEHWM HYTPUTHUBHOTO cTaTyca (JIETKOM, YMEPEHHOU U TsHKEJIOM
HEJIOCTATOYHOCTH TMHUTAHUSA), HAa KOTOPYK) OpPHEHTUPOBAIUCH TMPU  pacuere
MOTPeOHOCTE B OCHOBHBIX THUIIEBBIX HYTPUEHTaX, HSHEPrUM U BHIOOpE YMCIIA
KOPMJICHUH.

Omnpenenenue HEOOXOIUMOM OMOIOTMYECKON U MUIIEBON IEHHOCTH PAIlMOHOB, a
TakkK€ KPAaTHOCTH KOPMJIGHMM IS  MAaIlMEHTOB €  Pa3JIMYHONW  CTENEHBIO
HEJIOCTATOYHOCTH TIUTAHUsI TPOBOAWIM B COOTBETCTBUM C PEKOMEHIAIUSIMHU
«HarnmonanpHON mNporpaMMbl ONTHUMHU3AIMU BCKApPMIIMBAaHUS JETEH IMEepBOro roja

xu3HU B Poccuiickoit @eneparun» (2011), Tabnuna 5.1.1.
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Taoauua 5.1.1.
/IneTudeckoe JieueHHe HeJJOCTATOYHOCTH NMUTAHMS Y JIeTeld MepPBOro roaa »Ku3Hm™
epuon JlnutensHOCTh | UMea0 KOpMJIeHUit KasopuiinocTs, Beakn, YriaeBoabl, Kupsl,
(n) KKaJI/KI/1eHb I/Kr/1eHb I/Kr/1eHb I/Kr/1eHb
Jlerkasi HeI0OCTATOYHOCTh MUTAHUS
Penapanuonnsiii | 7-10 qHeil u ITo Bo3pacty PacueTsl B COOTBETCTBUM C BO3PACTOM U JOJIKEHCTBYIOIIIUM BECOM
Oosee n=5—6(7) 0—3 mecseB 115 2,2 13 6,5
4—6 mecsues 115 2,6 13 6,0
7—12 mecsmen 110 2,9 13 5,5
YMepeHHas1 HEIOCTATOYHOCTh NUTAHUS
AJanTanuMoHHBINA 2-5 mus n+l,n+2 PacueTsl B COOTBETCTBUM € BO3PACTOM U (PAKTHYECKOI MacCoil Tena
PenapaunoHHbIi 1-4 nenenn nt+l, nt+2, B cooTBeTcTBHM € BO3PACTOM U AOJIKEHCTBYIOLIUM BECOM Ha ¢akTuyecknii Bec
3ateM n = 5-6 (7)
B cooTBeTcTBHM € BO3PACTOM U A0JIAKEHCTBYIOIIUM BECOM
Ycuiennoro 6-8 Henenb ITo Bo3pacty PacueTsl B COOTBETCTBUU C BO3PACTOM U JOJIKEHCTBYIOIIIUM BECOM
NUTAHUS n=15-6 (7) 130 — 145 5 r/xr/nenn 14-16r/kr/nenn 6,5r/kr/nenn
KKaJ /Kr/neHn
Tsxenas HeJOCTATOYHOCTH MUTAHUSA
AJanTanmuoHHLIH 10-14 gueit 1-2 nens n=10 120 xxaJd/Kr/aeHn 1-2 r/kr/nenn PacueTsl B COOTBETCTBUM C BO3PacTOM U
3-5 nenpb n=7 (pakTHUeckum BecoM
6-7nHew u >
n=5—>6
Penapauuonnsiii | 2-4 Henenu ITo Bo3pacty B cooTBeTCTBUM € BO3PACTOM U A0JIKEHCTBYIOILIUM BECOM ‘ Ha ¢akTuyecknii Bec
n=5—6(7) B cooTBeTcTBHM C BO3PACTOM U A0JIAKEHCTBYIOIIUM BECOM
Ycuiennoro 6-8 Henenb ITo Bo3pacty PacueTsl B COOTBETCTBUU C BO3PACTOM U JOJIKEHCTBYIOIIIUM BECOM
NMUTAHUS n=5—6(7) 130-145 kxaja/kr/neHn ‘ 5 r/kr/nenn ‘ 14-16r/xr/nenn ‘ 6,5/r/kr/nenn

* «HaunoHnanmpHast mporpaMma ONTUMH3AIMH BCKapMITUBAHUS IeTel TiepBoro roja *u3Hu B Poccuiickoit @enepanuu», 2011.
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B nacrosiiiee Bpemsi J10Ka3aHO, YTO T'PYJHOE MOJIOKO SIBJISIETCS ONMTHUMAaIbHBIM
JIETKOYCBOSIEMBIM ~ MCTOYHHUKOM  THIIEBBIX BEIIECTB, OO0JagaeT BbIPaKEHHBIMU
3aIUTHBIMM CBOMCTBAMM 3a CYET TMPUCYTCTBUS B HEM HMMMYHOTJIOOYJIHUHOB,
MakpodaroB, sakToheppuHa, JM30IMMA, OJUTOcCaxapuyoB, OudugodbakTepuii u
nmakTooanmi, (HakTOpoB POCTa, TOPMOHOB, a TAKXKE CIYKUT BaKHEUIIUM (PakTopoM
MPOrpaMMHPOBAHUS 3I0POBbSl YEJIOBEKA B JalbHeimen kxusuu [18, 22, 27, 45, 147,
155].

[TockonmbKy TpyIHOE MOJIOKO SIBISICTCS 30JO0THIM CTaHAAPTOM KOPMIICHUS
pebeHka Ha mepBoM roay >ku3Hu, B nutanuu 20 (42%) nered, HaXOAUBIIUXCSA Ha
€CTECTBEHHOM BCKApMJIMBAHUHU, CTAPAIUCh MO BO3MOXKHOCTU COXPAHSTh MAaTEPUHCKOE
MOJI0KO. [Ipu BBIpaKEHHBIX CUMIITOMaX XPOHUYECKOW CepAEYHOM HETOCTATOYHOCTH,
TaKUX KaK TaXUITHO?, CJIa00CTh, pe3KOE CHIDKCHHE aIeTUTa, TPYAHOCTH BhICACHIBAHUS
MOJIOKa W3 TPYIU MaTepu, IUIOXOW COH, PEOCHOK KOPMMJICS CIIEKEHHBIM T'PYIHBIM
MOJIOKOM U3 OYTBIJIOUKH, a TPU TAKEIOM COCTOSHHUHU - YEPE3 30H/I.

Heo6xoaumMpie 00beM TPYJHOTO MOJIOKA U KPATHOCTh KOPMJICHUH pacCUUTHIBAIIN
JUISL  KaXJ0ro peOeHKa WHIWBHUIYAJIbHO, YYUTBHIBAs, COIVIACHO PEKOMEHIAIUSIM
Acconuanum JAeTCKUX KapAauoyioroB Poccuu, BBIHYKIIEHHOE OTpaHUYEHUE CYTOYHOTO
KOJIMYECTBA JKUJIKOCTH U HOPMBI (PU3HOJIOTHYECKUX MOTPEOHOCTEN B SHEPTUU U OeJKe
[7, 8, 28, 43].

B cBsi3M ¢ MOBBIIEHHBIMU MOTPEOHOCTSAMH JIETEH C XPOHHYECKOW CEepAcHHOU
HEJIOCTATOYHOCTHIO B DHEPTrUM HAa3HAUYCHHUE MUTAHMS MPOBOAWIM U3 pacueTa HE MEHee
120-140 xxan/kr/cyt. IlockoiibKy MJOMYCTUMBIM CYTOUHBIH 00BEM MOTpeOIsieMOoi
KUJKOCTH Ha MEPBOM T'OJ1Y )KMU3HU 3HAUYUTEIIBHO OTPAaHUYUBAJICS U COCTABISI HE OoJiee
600 mu1/cyTKH, HE BCErJa y1aBaJloCh JOOUTHCS HEOOXOUMOM SHEPrOILIEHHOCTH palioHa
UCKIIIOUYUTEIBHO 3a CYET HCIOJIb30BaHUS TPYyAHOro MoJoKa. B cBsizu ¢ yem, amis
MOBBIIICHUST OMOJOTUYECKOW M THUIIEBOM IIEHHOCTH pPallMoHa MPOBOJUIU KOPPEKITUIO
MATAaHUS 32 CUET O0ABJICHUsS K TPYTHOMY MOJIOKY JIUOO CIEIUaTu3UPOBAHHBIX CMECeH
JUIT  HEJOHOIICHHBIX  JIeTe, Ju00  CHenuaJIu3upOBAaHHONW  BBICOKOOETKOBOM

BBICOKOKaHOpHﬁHOﬁ CMCCH IJIAA SHTCPAJIBHOT'O IMUTAHUA ((I/IH(l)anI/IHI/I».
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B Tabmume 5.1.2 mpeacTaBieHBI CpaBHHTENIbHAS MUINCBAs IICHHOCTb 3PEJIOTO
TPYJHOTO MOJIOKA, CIICIIHAIM3UPOBAHHBIX CMECEH I HEJOHOIICHHBIX JICTCH U CMECH,
MpeIHA3HAYCHHOW SIS SHTEPAIBLHOTO MUTAHUS JACTCH TPy THOTO BO3pacTa.

Tabnuma 5.1.2.
Coaep:kaHue OCHOBHBIX NMUIIEBBIX BEIIECTB U YHEPreTHYecKasi IEHHOCTh

I'PYAHOI'0 MOJIOKA M CIICHMUAJTU3IUPOBAHHBIX cMecen

ITnmesas nenHocTh Ha 100 Mt
KoMmmonenr u 3 CwMmecu s JIeueOHasa cmech

AHEpreTHYeCcKas IIeHHOCTh penoe FprIkHOC HeZoHOMEeHHBIX | «HpaTpuHI»

MOJIOKO <

nerei

bemok, r 0,9-1,3 2,2-2.87 2,6
Kups, 3,9-4,5 3,6-4,35 5,4
VrieBospl, T 6,8-7,2 7,5-8,6 10,3
DHepreTuyeckasi IEHHOCTb, 65.9-74.5 77.82 101
KKall

* [1o manasiM Nutrition of normal infants, ed. by Fomon S., Mosby, 1993.

Kak BuaHo u3 tabmumsl 5.1.2. B 100 My cnenuamu3vpoOBaHHBIX CMECeU s
HEJIOHOUIEHHBIX JAeTell u neyeOHoM cmecu «MHpaTpuHM» MO CPAaBHEHHUIO C TPYIHBIM
MOJIOKOM COJIEpKUTCS B 2 pa3a Oosblie Oenka.

B HacrodmeM HCCIENOBaHWUU MPEANOYTECHUE OTAABAIM JKHAKOM CMECH
«MudaTpunn», xkoTopas NpelHa3HauyeHa Uil Jie4eOHOro NmuTaHus OOJBHBIX JETEeH C
BBICOKMMH THUIIEBBIMU MOTPEOHOCTIMU U B OTJIUYHE OT CMECEH MJis HEIOHOIIECHHBIX
nerer spisietcss 6osiee kamopuitHoi (101 kkan/100 mut). DHepreTuueckas 1EHHOCTb
neuyeOHoM cmecu «Mupatpunn» B 1,4 pasa Beilie rpyaHoro mosoka u B 1,2-1,3 pa3za
BBIIIE CHEIUATU3UPOBAHHBIX CMeCed ISl MPEKIESBPEeMEHHO POJMBIIUXCS JeTel; B
npoaykrte conepxurcs B 1,5-1,6 paza Gombiie yriaeBogoB u B 1,3-1,4 pa3za xupa.
[lonpoOHBIE XMMHUYECKHM COCTaB W DSHEpreTHYeckas LEHHOCTh Jie4YeOHOW CcMecu

«MudaTpunn» npeacrasieHsl B Tadbuuie 5.1.3.
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Tabnuua 5.1.3.
XUMHYECKHUI COCTAB U JHEPreTu4YecKas HEHHOCTh
BbICOKO00€JIKOBO, BLICOKOKAJOPUIHON Kuakou cmecu «nparpunm»

JAJIA JHTEPAJBbHOI'O IMTAHUSA )IeTeﬁ IMEPBOro roaa )kKU3HU

[Tumesas 1IEHHOCTH
KoMmnoHeHTHI
100 mn

DHEpreTuyecKas [EHHOCTh, KKaJj 101
benok (skBUBaNEeHT), OOUTUH, T 2,6
- 0€JIOK MOJIOYHOM CHIBOPOTKH, T 1,6
- Ka3euH, T 1,0
Kupsl, r 5,4
- TWHOJIEBas KUCI0Ta, MT 790
- O-JIMHOJICBAsI KUCJIOTA, MT 139
- apaxuJIOHOBAs KUCIIOTA, MT 17,7
- IOKO3arekcacHoBas KUCJIOTa, MI 17,6
- COOTHOIIIeHHE 06/®3 5

YrineBonsl, T 10,3
- TJII0KO3a, T 0,3
- JaKTO3a, I 5,2
- MaJabTO3a, T 0,2
- IIOJIMCaXapuapl, T 4,6
[Tumessie BonokHa (I'OC, ®OC), r 0,6
Hyxkneotunel, r 4,3

OcmomnsprocTh, MOcM/T 305

Ha nckyccTBEHHOM BCKapMIIMBaHUU MPU MOCTYIUICHUH B KIMHUKY HaXOJUJIOCH
28 (58%) marueHTOoB, MOJYYaBIIUX CTAaHAAPTHBIC aJalITUPOBAHHBIE MOJIOYHBIE CMECH,
UX MOJHOCTHIO MEPEeBOJIUIIN Ha MUTAHKUE CTIEIUAIN3UPOBAHHON cMechio « HpaTpuHm».

Yucno xopmiieHuil konebanoch oT 8 no 10 pa3 B cyTku, cpeaHuit odbem 1
KOPMJIEHUS COCTaBIISLT 65 MIL.

BaxxHo oTMETUTB, YTO NEPHOJ aJanTaldd K HOBOMY MPOJIYKTY IMpoTeKand 0e3
OCJIO)KHEHHH, €ro MepeHOCUMOCTh Oblla YJIOBJIETBOPUTEIBHOM, AUCHEIICUYECKUX
ABJIICHUA M aJUVIEPrMYECKUX peaKkIuil He 3aperucTpupoOBaHO HHU y OJIHOTO peOeHKa.

[IponokuTeIbHOCTh MPUMEHEHHUS JIeueOHOM cMecH cocTasisiia ot 6 1o 10 mecsies.



103

PacueTHble NaHHbIE MPUMEPHOrO CYTOYHOTO COJEP)KAHMSI OCHOBHBIX IHUIIEBBIX
BEILIECTB U 3HEpruu B paruoHax jaereit 3-5 mecsneB ¢ XCH c¢ pa3nauuHbiM 6a30BbIM
nuTaHueM (MpU MaKCHUMaJIbHO pa3pelieHHOM o0beMe kuakoctu B 600 wmur)
npejcTaBlieHbl B Tabnuue 5.1.4.

Tabnuua 5.1.4.

CpaBHMTeJIbHAS XaPAKTEPUCTHKA CYyTOYHBIX PAIMOHOB MUTAHUA JeTeil

3-5 mecsineB ¢ XCH, mosyyaBmimnx rpyiHoe MoJioKo,

CTAHJIAPTHYI0 MOJIOYHYIO cMeCh WM cmech « UHpaTpuHm»

[IumeBag neanocts Ha 600 Mt

KoMmoHeHT u

SHEpreTHUECKas [EHHOCTh 3pesoe TpyaHoe CTaHJapTHAas neueOHast CMECh
MOJIOKO* MoJsiouHasi cmech | «HubaTpuHm

Benok, r 6 8,4 15,6

YKupsr, r 20,4 21 32,4

VrieBonsl, T 40,2 45 61,8

DHepreTuyeckasi IEHHOCTb,

KKaJI 402 396 606

* paccuMTaHo, UCXOs U3 ycpeaHeHHOTo cocTaBa: O6enok 1 /100 mu, >xupst 3,4 1/100 mut, yriaeBos
6,7 /100 M.

Kak BugHO u3 Tabnuiml 5.1.4 npu 0IMHAKOBOM pa3pelieHHOM CYTOYHOM O0BheMe
nuiy (600 M) palMoH, cocTodmui u3 ieueoHont cmecu «MHpaTpunmn», N0 CpaBHEHHUIO
C TpPYyAHBIM MOJIOKOM M CTaHJAApPTHONM MOJOYHOM CMechblo cojaepxan OoJbliee
KoJu4ecTBO Oenka Ha 9,6 ru 7,2 1, )xupa Ha 12ru 11,4 r, yrnmeBogoB Ha 21,6 Tu 16,8 T
u umen Oonee BBICOKYIO KaslopuitHOcTh Ha 204 kkan u 210 Kkan COOTBETCTBEHHO, YTO
yIIOBJIETBOPSIIO IOTPEOHOCTSIM OOJIBHBIX JAETEH.

Takum 00pa3oMm, YCTAaHOBJIEHO, YTO JOOUTHCS ONTHUMAIBHOTO oOOecleyeHus
SHEprued M OCHOBHBIMHM IMHILIEBBIMU BEUIECTBAMU OOJBHOTO pebdeHKa MEepPBOTO
MOJYTrOJAUsl JKU3HU C KapJIHUOMHUONATHEH WM BPOXKICHHBIM TOPOKOM Cep/la,
ocinoxkHeHHbIMM XCH # HEZoCTaTOYHOCTHIO MHUTAHUS, BO3MOXHO TOJBKO TIpHU
MCIIOJIb30BaHUU CIIELMAIM3UPOBAHHBIX MPOAYKTOB AHTEPAIbHOIO MHUTaHUA. Bmecrte ¢
TE€M, y JIeTE€H, HAXOAIIMXCS HA €CTECTBEHHOM BCKAPMIIMBAHUU YKAa3aHHBIE MPOYKThI

JIOJIKHBI COYETAThCS ¢ MAKCUMAaJIbHO BO3MOXKHOM IIOHeﬁ I'pyaHOro MOJIOKa.
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[lanmentam crapiie 4-X MeCSIEeB C LEIbI0 TMOBBIIIEHUS SHEPreTHYECKOU
LEHHOCTH PallMOHA U O0OTramieHus €ro MUKPOHYTPUEHTAMH K TPYJAHOMY MOJIOKY WJIU
CHEUATU3UPOBAHHOW CMECH TMOCTENEHHO J00aBISUIM MPOAYKTHI MPUKOPMa (JIETCKUE
Kallld, OBOIIHOE, MACHOE, (PpyKTOBOE MIOpPE, TBOPOI, PACTUTEIBHOE M CIMBOYHOE
Macna). llepBbIM mpoAyKTOM NpHKOpMa Obla Kallla MPOMBIILIEHHOTO BBITYCKa,
KOTOPYIO pa3Boamiin cMechbio «HbaTpuHm.

st pacyeta CyTOYHOro oObemMa MOTPEONISIEeMO >KUIKOCTH HCIOJIb30BaAIH
TaONMIIBl COAEPKAaHUS BOJBI B MPOAYKTaX MUTaHUs, HauboJsiee 4acTo MPUMEHSIEMBIX Y
neteit (tabnuma 5.1.5). Hampumep, B 100 r 1eTCKUX MSCHBIX KOHCEPBOB coaepxutcs 50
MJI Boabl, a B 50 r gerckoro TBopora -25 mu, T.e. mo 50% sxuakoctu; B 100 T
MHCTAaHTHOM Kallli, TOTOBOM K ynorpebiienuto, — 80% >KUIKOCTH, B CBEXUX PPYKTaX U
oBomax — 80-95% Boawl [77, 78].

Tabnuua 5.1.5.
Conep:xxanue Boabl (%) B mpoaykrax u 0.1101ax,

YaCTO UCIMOJIB3YEMbIX B IMTAHUH )IeTeﬁ

Tumn HanuTKa / e1Ipl ‘ Conepxanue BoJbI (%)
beszankoroibHble HATUTKH

Bona, gaii, kode, mpoxyiaauTenbHble HATTUTKH, 90-100
JIMMOHA/JI, OBOIIIHBIE COKHU

MoJioko, GpyKTOBBIN COK 85-90

Cymnbl
B TOM YHUCJIE KOHCOME U CYI-IIIOPE C MOJIOKOM H JIp. ‘ 80-90
@pPYyKTHI U OBOILLHU

KinyOHuka, AblHA, rpedndpyT, Nepcuk, rpyuia, s0JI0K0 80-95
Orypern, canar, celbaepeii, TOMaThl, THIKBA, 80-95
OpOKKOJIM, MOPKOBb, JTYK

bananebl, kapTodeib, KyKypy3a 70-80

MoJio4HbIE TPOTYKTHI
LleapHOE MOJIOKO 87-90
Horypr 75-85
MopoxkeHoe 60-65
Cslp 40-60
Kpynbl/MakapoHHbIE U3JIETUS

Puc (oTrBapHOI1) 65-70
[lacTa (cmareTTu, MakapoHbI, Jarmiia) 75-85
X110, TIeYcHbE 30-40
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X7ones 115 3aBTpaKa 2-5
Msico, peiba, sitia

Pb16a 1 MOpenpoayKThI 65-80

Sina (omiet, )xapeHble, ManioT) 65-75

Kypuna, cBuHrHA, TENSTHHA, ITHEHOK, TOBSIMHA 40-65

bekoH, BsIeHOE MsCO 15-40

Yucno xopmileHuil kojebanock oT 6 no 10 pa3 B cyTku, cpeaHuii o0bem 1

KopMJieHHs cocTaBisil 75 mut. IIpumepHsbliii cytounbiil paunoH st gereid ¢ XCH 6-9

MeCsIIIEB Ha HICKYCCTBEHHOM BCKapMIIMBAHUM MPEJICTaBICH B Tadnuie 5.1.6.

IIpuMepHBIN CYTOYHBIA PALMOH JJIA 1eTel

Tabmuma 5.1.6.

¢ Tszkesion octpoit HIT u XCH 2A-b cr. B Bo3pacre 6-9 mecsaueB®

Yacel HasBanue npoaykramu win 0Jroaa KomnuecTBo
KOPMJIEHUI (r, M)
06.00 cmech « IHpaTpuHm» 100,0
09.00 Kama (rpeuneBasi/pucoBasi/KyKypy3Hasi/oBCsiHas )
Oe3MorouHasi, pa3BeieHHas cMeckio «MHpaTpuHm» 100.0
+1/2 4.51. cMTUBOYHOTO Maciia ’
12.00 OBorrHoe mope (OPOKKOIU/IIBETHAS
1
Kanycta/kabauku/kapTodens) + MICHOE mope + 72 70,0 + 30,0
Y.JI. pACTUTEIHLHOTO Macia
15.00 TBopor + ¢ppykToBOE MIOpe 40,0 + 60,0
18.00 OBorrHoe mope (OPOKKOIU/IIBETHAS
1
Kanycta/kabauku/kapTodens) + MICHOE mope + 72 70,0 + 30,0
Y.JI. pPACTUTEILHOTO Macia
21.00 Kamra monounas (rpeda/puc/Kykypy3a/oBcsiHasi)
0e3MoJI04Has!, pa3BeJIeHHAsl CMEChHIO
100,0
«ndarpunn»+1/2 4.71. CIMBOYHOTO Macia
24.00 cmech «MudaTpunn» 100,0
Obuwuii 06vem numarnus 700

XUMHUYECKHUI COCTAB U IHEPreTU4YeCcKas HEHHOCTh PallMoOHa

benku, r Kupsl, T VYraesonasl, r | KanopuitHocT
b, KKaJ
Bcero 27 39 98 857
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Ha 1 kr macchI Tes1a

Macca Tena:

6000 r 4,5 6,5 16,3 142,8

7000 r 3,9 5,6 14 122.4
H®II 2,6 6,0 13,0 115,0

*pacdeT MUTaHUSA U HEOOXOIMMYIO KOPPEKIIMIO pallioHa 11eJIeCO00pa3HO MPOBOAUTE 1 pa3 B MecsIl.

AHanu3 cocTaBa JIeYEOHBIX pAIIOHOB C HCIOJH30BAHHEM KOMITBIOTEPHOM
nporpammbl «1C Ilutanue», ¢ pacuyeToM MHUIIEBBIX BEMIECTB M JYHEPTUU, TO3BOIUI
YCTaHOBUTH 3HAYUTEIFHOE YMEHBIICHHE Ae(QHUINTa OCHOBHBIX HYTPHEHTOB U SHEPTUU
Ha (OHE MPOBECHHON JUSTUYECKON KOPPEKITUH.

Ha ¢one mpoBeneHHOW KOPPEKIMH THTAHUS YAAJIOCh CBECTH K MUHUMYMY
HEJOCTAaTOK B MUTAHUM OCHOBHBIX MHIIEBHIX BEIICCTBAX M YHEPTHH, IPUUEM Y JETEH C
BIIC nonoxuTenbHbIN pe3ysbTaT JOCTUraICs ObicTpee U ObLT 00sIee BhIpaXKEH.

bnaromaps HCTIOJIb30BAaHUIO BBICOKOOEIIKOBOTO, BBICOKOKaJIOpPUHHOTO
00OTaleHHOTO0 MUKPOHYTPHUEHTAaMHU TPOAYKTa dHTepanbHOro nutaHus «MuabarpuHm»
yIaJI0Ch CKOPPUTUPOBATH PAIIMOHBI 10 OCHOBHBIM IMHUIIEBBIM BEUIECTBAM H SHEPTUH, a
Takke MUKpoHyTpueHTaM. [Ipu 3ToM y 60mpHBIX ¢ JJKMII oTKIOHEHUS OT HOPMBI B
colepkaHuM Oenka yMmeHbIIWIMChL Ha 38%, xupa Ha 22%, yriaeBogoB Ha 14%,
KaJIOpPUMHOCTH palvoHa noBbicuiachk Ha 22%. Y 6onsHbIX ¢ BIIC copepxanue Oenka B
JMeTe HAXOAWIOCh B Mpeaesiax HOpM (PU3MOJOTHIECKHX MOTPEOHOCTEH, KBOTA KHUpa U
YTJIEBOJIOB, a TAKXKE YHEPTeTHUECKas IICHHOCTh MPUOIMKAINUCH K Hel (pucyHok 5.1.1).

Ha ¢oHe HYyTpUTHBHOW TONACPKKH C HCTOIH30BAHHEM YKa3aHHOTO MPOAYKTa
yIAJI0Ch ONTHMHU3UPOBATH COCTAB pPAIMOHOB TIO COACPKAHWIO BUTAMHUHOB W
MUHEPATBHBIX BEHIECTB KaK y OONBHBIX ¢ KapAHUOMHUOIIATUSIMH, TaK U MPU BPOKICHHBIX
nopokax cepamna. Jlebunut MuHEpalbHBIX BemlecTB (Kaiublus, MarHus, ¢ocdopa,
xKesesa) y Jered o0eux rpymn Ha (QoHE AUETOTEpANUU 3HAUYUTEIHHO YMEHBIIHJICS.
AnanornyHasi TUHAMUKAa OTMEUYEHa W B COJCP)KAaHUM BHTAMHHOB — TaK, IEQUIIUT
ButamuHa D B paunone causwics y aetei ¢ JJKMII va 31%, a y nereit ¢ BIIC Ha 57%

(pucyHok 5.1.2).



107

® Mpu nocTyneHuu B B guHamuke M Mpu noctynneHumn N B aMHamuke

KMII BIIC

Pucynok 5.1.1. Jlunamuka cojiepaHusi OCHOBHBIX MTUIIIEBBIX BEIIECTB (OTKJIOHEHUE OT HOPMBI, %) B pallioHax JeTeil IepBOro

roga XKMU3HH C 3a00JIEBaHUSIMHU cepaua.
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B [Ipu nocrynjieHuu B B nuHaMuke B [Ipu nmocrynjieHuu B B nuHaMuke
100 - 80 -
62
80 60 - W 3 55
60 43
40
40
20 -
20
0
0
-20
-20
40 -40
-60 -60
-80 - -80 -

Q 9 O v o & & & < R Q R U v O O ¢ & ¢ R
RASRAROgn s I R e S
LA MR AR ™ P LA A R M A

KMII BIIC

Pucynok 5.1.2. Jlunamuka cojiepaHusi MUKPOHYTPUEHTOB (OTKJIOHEHUE OT HOPMBI, %) B pallMOHax JeTel MepBoro roja XKU3HU

c 3a00JIeBaHUSIMU Cep/Ilia
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B kadecTBe WIIIOCTpalMU IOJIOKUTEIBHOTO BIIMSHUSA IAaTOr€HETUYECKHU
000CHOBaHHOW JHMETHl HA HYTPUTUBHBIN CTaTyc pedeHKa mnpejaraercs KIMHUYeCKun
npumep mnamueHta ¢ BIIC, ocnoxsnenusiMm XCH 2B cr. U Tsbkenolt GenkoBo-

3HCpFCTI/I‘IeCKOﬁ HCAOCTATOYHOCTBIO.

Knunuueckuii npumep Nel.

Hayuenm Il om 2-1i 6epemennocmu, 2-x CpouUHbIX pOO08 nymem Kecapesa ceuenus. Macca
mena npu poxcoenuu 3380 e, onuna mena 52 cm. C podcOeHus UCKYCCMBEHHOE BCKAPMIAUBAHUE.
Junamuxa napacmarnus maccovl mena: npubasxa 3a I-u mecsay 800 e, 3a 2-u 300 2, 3a 3-1 400 2, 6
4-mec. macca mena 5250 2, 6 5 mec. - 5500 2.

U3 anammuesza uzgecmuo, umo 6 go3pacme 1 mecaya npu niaHo8om 006Ccredosanuu no Ixo-
KT svisigneno ysenuuenue pazmepos negvix kamep cepoya (JI1 12 mm, JDK (K/[P/KCP) 21/14 mm),
coKpamumenvhas CcnocooHocms cepoya Ha Huodicheu 2epanuye (OB 65% no Teuixonvyy),
Heo0CmamoyHoCmb MUMPAIbHO20 KIAnana 2 cm, He0oCmamoyHoCms MPUKYCRUOAIbHO20 KIANaHa
1 cm., Kopounapnvie apmepuu omxo0sam munuyHo. I'ocnumanusuposan no mMecmo Humenibcmeda 6
omoeeHue Kapouoxupypeuu, 2oe evicmasier ouacHos: «llo30nutl 6HympuympooOusiii (8UpycHbilii)
Kapoum ¢ ygenuyeHuem 1esblx omoenos cepoyd, CHUNCeHUeM KOHMPAKMUIbHOU QYHKYUU 18020
acenyoouxa. HK 1 cm. Ungpuyuposannocmo BIIL, [IMBy. Ilonyuan neuenue: 6/6 - neomon 500 me,
pubokcun, eum B6, xapnumuna xnopuo 10%, per os - acnapkam, oucoxcun 0,01 me/xe/cym,
mpumemasuoun, genobapouman, snan, Hypoghen cupon, eunomuaszuo 0,5 me/ke/cym, ¢eppym-nex
2,0 mn x 1 p/o; obvem kopmnenus ovin oxono 500 mn/cym. Ha ¢one neuwenus no Ixo-KI'
ommeueno Hapacmanue pazmepos JIJK 00 34/24 mm, cHudicenue coOKpamumenbHou cnoCOOHOCMU
cepoya 0o 55% no Tetixonvyy.

llosmopno ob6cnedosan no uepez 2 mecaya ¢ yxyouieHuem CcOcmosanus (yeeruyenuee
nonocmeti cepoya - JIII oo 17 mm, JDK (KAP/KCP) 0o 41/32 mm, chudicenue cokpamumenbHoOu
cnocobnocmu cepoya 0o 46% no Tetixonvyy). /{onoasnumenvHo npogeoeHa MynbMUCNUPATbHASL
KomnwvtomepHas momoepaghus, uckmoven BIIC. B ceazu ¢ napacmaroweu ounamayueu JDK,
peskum cHudxcenuem DB 0o 12% nompebosancs nepeeod pebenka 6 omoenenue peaHumayuu u
UHMEHCUBHOL — mepanuu, 20e Npo8ooUNdAch UHQDY3UOHHA  mepanus -  000YMPeKCcoM,
J1e80CUMEHOAHOM.

B ceaszu ¢ omcymemeuem nonoscumenvroti OUHAMUKY C Yenvblo eepugurayuu ouazHo3a u
Koppexkyuu mepanuu, pebeHok nepegeden 6 kapouono2uieckoe omoenenue OI'AY «HL[3/» M3 PD

C OUACHO30M.: ((ﬂuﬂamaI/;MOHHaﬂ Kapduomuonamuﬁ».
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Bospacm 5 mecayes. Macca mena 5500 2, onuna 64 cm. Cocmosnue msasicenoe, 00yCl081eHO
cumnmomamu XCH 2Bb-A cm. - kooichbie noKposwl Oieonbie, ¢ cepblM OMMEHKOM, 8blPANCEHHbIU
nepuopanvublil U NEPUOPOUMANbHBIL YUAHO3, BbIPANCEHHDIL 2UNEeP2UOPO3, He2amUBHAs PeaKyus Ha
ocmomp, maxunnod 0o 50 6 MuHymy 6 nokoe, 2paHuybl OMHOCUMENbHOU CEPOeYHOU MYNnocmu
Pe3Ko  pacuiupeHvl 61e60 00 3A0Hel AKCUNIAPHOU JUHUU, MOHbL cepoya Npuiyuletsl,
cucmonuveckuti wiym, maxuxapous 140-160 6 munymy 6 noxoe, 110 6 munymy 6o cne, A/ na pyxe
90/60 mm. pm. cm., A na noce 110/75 mm. pm. cm.; annemum pe3Ko CHUNCEH, 2enamome2anus 00
+2 cm, Kpatl neuenu 21a0Kutl, MACKO-91ACMU4eCcKOU KOHCUCMEHYUU, Celle3eHKA He NAlbNUpyemcs.

Pebenky nposedeno kommniexkcnoe obcnedosanue, GKIOUABULICE OUEHK) HYMPUMUEBHO20
cmamyca c nocieoyrowel KOHCyIbmayuetll Ouemonoza:

- Oxo0-KI' - pacwupenvt nesvie omoenvi cepoya (/I 27*28mm, JDK (KJQP/KCP) 37/32 mm),
nonocmo Il na éepxneii epanuye nopmot (1111 19*20mm), acunxponnoe cokpawerue cmenoxk JIK,
CHUDICEHUe COKPAMUMeNbHOU CnoCOOHOCmu muokapoa (ppaxyus eviopoca JDK no Tevixonvyy 24%,
no Cumncony 12%), HedocmamouHocmv MumpanbHo2o kianana 3 cm., uopo3 nanuiisipHuIX
MbIWY U AHOMATIbHOE KpenieHue Xopo, aHOMAbHOE OMX0HCOeHUe N1e80ti KOPOHAPHOLU apmepuu om
JIe20YH020 CMBOA.

- OKI' - pybyosvle usmenenus 8 Mmuoxapoe nepeoHeOOKOBOU CMEHKU J1eB020 IHCely0ouKda,
HapyuleHue GHYMpUus Cery0ouK08020 npogeoenus («nposanr» 3yoya R 6 V3-V5), napywenue
npoyecca penoaspuzayuu, Hauboiee 8blpaXiCeHHoe 8 MUOKApoe NnepeoHeDOK0BOU CMEHKU J1e8020
JHCENYOOUKA (C NPUBHAKAMU UMEMUU MUOKAPOA 8epXyuiku U 6okoeoti cmenku JIJK). Pekomernoosano
UCKTIIOYUMb NAMON02UI KOPOHAPHBIX apmeputl (pucynox 5.1.3).

- Pemmeenoepagusa opeanos epyonoii nonrocmu - cepoye wWUpoOKo npuiedcum K ouagpazme,
pasmepul usMeHeHwl, kapouomopaxaivuwii unoexc 0,68 (pucynok 5.1.3).

- Ilpu oyenke Hympumuenozo cmamyca nokazameneu Z-scores: eec/pocm -3,10, macca
mena/séospacm -3,17, pocm/eozpacm -1,56, UMT/6o3pacm -3,16, umo coomeemcmeosano maxicenou
oCmpoil HedOCMaMmoOYHOCMYU NUMAHUS.

- Oyenka axmuueckoeo numanus: cymoyunwviii oovem nuwu 500—600 mn (Oemckas MonouHast
cmecw «Hympunon komgpopmy 400 ma, xawa monounas 100-200 mn). Dnepeemuyeckasn yeHHOCMb
payuona cocmasasana 70 kkai/ke maccel mena, (npu nompeornocmu 115 kxan/cym), benok 1,7 e/ke
maccwl mena (npu H®II 2,6 2/ke maccot mena).

Ilo pezynbmamam 00cne008anusi NOCMABIEH OUACHO3 — «BPOMCOEHHBIU NOPOK cepoya.
AHOMANILHOE OMXO0NCOeHUe e8Ool KOPOHAPHOU apmepuuy, msidicelds 0enKo80-dIHepeemuyecKas
HeooCmamoyHocmb, No N0800Yy Ye20 pebeHOK KOHCYIbMUPOBAH 8 KApOUOXUPYpeU4ecKkom

cmayuonape, 20e OuacHo3 NOOMBEPIHCOeH, PEKOMEHO0BAHO ONEPAMUBHOE IedeHUe.
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Pebenky Ovina nasHauena  KOMNWIEKCHAs — mepanus,  BKIIOYAIOWAL — UHSUOUMOPbL

aHeUOMeH3UHnpespawarwe2o epmenma (Kanmonpun), OUSOKCUH, bema-oio0Kamopsl (KOHKOp),
AHMA2OHUCMbl  MUHEPATOKOPMUKOUOHBIX — peyenmopos  (CNUPOHONAKMOH),  OUYpemuKu
(ypocemud), xanus u MmacHus acnapazuHam, NeHMOKCUDUIIUH, 6 CB8A3U C HACIOeHUeM
UHGEKYUOHHBIX OCTIOHCHEHUL NPOBOOUNACL AHMUOAKMEPUATIbHASL MEPANUSL.
Yuumeisas kpatine masxcenoe cocmosinue (XCH 25 ¢cm), nompebosasutyto oepanuyerue cymouHo2o
obvema ocuokocmu (numawnusy) 0o 2/3 om 603pACMHOU NOMPeOHOCMU, HUZKYIO KANOPUNUHOCHb
PAYUOHA NUMAHUS, BbIPANCEHHYIO HYMPUMUBHYIO HEOOCMAMOYHOCMb, pebeHK)y Oblla HA3HaueHd
AHCUOKASL BLICOKOKATIOPULIHASL 8bICOKODenKkosas cmecy «HMugpampunuy ¢ obveme 500 mn/cymku, 6
mom uucie 015 pazeeoerus besmonounou kawu (115 kkan/ke maccvt mena ¢ cymku, b6enox 3,1 e/ke
Maccol mena 8 Cymku).

3a epems npebviganus 6 omoeneHuu (2 Hedeau) HA (QOHe NPOBOOUMO20 JeHeHUs U
HYMPUMUBHOU NOOOEPAHCKU YOALOCh 000UMbCA CMAOUIU3AYUU COCMOAHUSA PeDEeHKA, 8 MOM Yucie
npubasxu maccvl meaa, komopas cocmasuna 200 a.

llayuenm nepeseden 6 Kapouoxupypeuueckuui yenmp, 20e emy Ovlia 6blNOIHEHA
PAOUKANbHASL KOPPEKYUs NOPOKA — PEeUMNIAHMAYUU 1e80U KOPOHAPHOU apmepuu 8 80CX00AUf)I0
aopmy ¢ NIACMUKOU CMBOAA 1e204HOU apmepuu aymonepukapouaibHol 3aniamou 8 ycuogusix UK
u eunomepmuu (OmcpoveHHoe Yuusanue epyouHbsl).

Bo epems npebwieanus 6 kapouoxupypeuueckom cmayuonape (6 meuenue 1 mecaya) u nocne
BLINUCKU NO MECH) HCUMeNbCMea pebeHOK NPoOOoHCANl NOLYYaAmMb HA3HAYEHHblE JIeKaAPCMBEHHbIe
cpeocmea, neuebnyro cmech « Ungampunuy, npooykmuol npuxopma.

Ilpu kamamnecmuueckom HabarooeHuu (6 eozpacme 1 200, 1 200 6 mec, 2 2ooa 2 mec)
cocmosinue nayuenma yooenemeopumenvroe, npushaku XCH u HII omcymcmeyiom, umo

NO3801UN0 NOCMENeHHO ommeHums bazuchuyio mepanuro XCH, pucynox 5.1.4.
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A)

B)

B) I)

Pucynox 5.1.3. OKI" (A) u penmeenoepagpus opeanos epyonot kiemku (b) nayuenma I1. npu nocmynienuu 6

Kaunuky. B — 10-e cymku nocne onepayuu, I'— uepe3 6 mecayes nocie onepayuu.
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Pucynox 5.1.5. JJunamuxa anmponomempuueckux nokazameneu nayueuma I1., (5 mec, 1 200, 1 200 6 mec, 2 200a 2 mec.) &

coomeemcmeuu ¢ Hopmamu BO3.
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5.2. CocraBieHue Je4eOHbIX PAIMOHOB NIUTAHUS

nJis aerei crapme 1 roga

JleTsiM ¢ XpOHUYECKON cepAedYHOW HEeA0CTaTOYHOCThbIO 0€3 BBISBICHHOMN
HYTPUTUBHON HeJ0oCcTaTOYHOCTH (n = 70) Ha3Hayanu MOAU(GUIUPOBAHHYIO HIAISIILYIO
nuety Ne5 (BapuaHT 1) - GU3MOTOTHUYECKH MOTHOLICHHYIO 1O COACPHKAHUIO OCHOBHBIX
MUIIEBBIX BEIIECTB U DHEPrUM C HUCKIIOYEHUEM CHJIBHBIX Ppa3apakuTesncit
MUIIEBAPUTEIIBHON CEKPEIIMU U CTUMYJISTOPOB JKEITUYEBBIICICHHS, C TMOBBIIMICHHBIM
COJIEp>)KaHHEM JIUTIOTPOITHBIX BEIIECTB U ¢ OTPAHUUCHHUEM >KUJIKOCTH U J100aBICHHOM
conu a0 1 r/cyrT.

O06BeM )uakocTu B aueTe A1t 60apHbIX 0T 1 rona no 10 met coctais g0 700
MJI/CyTKH, y mnaudeHtoB ctapuie 10 ner - go 800-1000 mu/cytku. [Juera mo
ACCOPTUMEHTY MPOAYKTOB U Oito OblUIa JOCTATOYHO Pa3zHOOOpa3HOM, B €€ COCTaB
BXOJWIM MOJIOYHBIE Kallld, OBOIIHBIE MIOPE, KHUCIOMOJIOYHBIE MPOAYKTHI, MSCO,
TBOpPOT, pbIOA, NTHIA, MaKapOHHbIE W KOHJIUTEPCKUE W3NS, CIUBOYHBIC U
pacTUTeNIbHbIE MacJa.

BonbHBIX ¢ YCTaHOBIIEHHOM HEJOCTATOYHOCTHIO MUTAHUS (n = 27) MepeBOAUIN
Ha BapuaHT 2 nuethl NoS ¢ BbIIEyKa3aHHBIMU OTPAHUYCHUSMH COJU M >KHIKOCTH.
CoctaB  paunuMoHa  JONOJHSJIM  CHEIUAIM3UPOBAHHBIMU  BBICOKOOEIKOBBIMU
BBICOKOKQJIOPUUHBIMU CMECSIMH, OOOTAIllCHHBIMM BUTAMHHAMU W MUHEPATbHBIMU
BemectBamu - «lleguamyp 1,5», «Hyrpunu Oueprusi», «Pecypc 2.0 daiibepy,
«Hytpusn Crangapt». [IpenmyiiecTBOM >KUIKOH, TOTOBOM K yHOTPEOJICHHUIO CMECcH
ABJSIETCST €€ TapaHTUPOBAHHBIM HWHTPEAUEHTHBIH M  XUMUYECKHUH  COCTaB,
MUKpOOHOJIOornyeckas 6€e30nacHOCTb, MOPLUUOHHOCTh. KonuecTBo jedeOHON cMmecH
moAOUpPaIOCh MHAUBHUAYaIbHO, Kojebanoch oT 200 mo 400 mi/cyTkM U BXOAWIO B

oOIIMi CyTOYHBIN 00BEM MOTpebdIIsieMolt xKuakocTu (Tadnuna 5.2.1.).
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Tabmuma 5.2.1.

CpaBHHTeHbHOG COACPKAHUE OCHOBHBIX INHIIEBLIX BEIIECTB U JHEPIrun

B CIICHNUATU3UPOBAHHBIX IPOAYKTAX JHTECPAJIbHOI'O IINTAHUSA

Hytpuent u [Tumeas nenHocts Ha 100 mn
HHEpreTuyecKas i .
LEHHOCTH «Ilegnamyp 1,5» | «HyTtpunu Dueprus» [«Pecypc 2,0 Daiibep»
benok, r 4,2 4,0 9,0
Kupsbl, T 7,47 6,7 8,7
VIIIeBOIbI, T 16,39 18,5 20,0
DHepreTuyeckas 150 150 200
LEHHOCTbh, KKaJl
Bospact c l roga c l roga c 3 ner
Ha3HAYCHUS
Ananu3 cocraBa YKa3aHHbIX MPOAYKTOB TOKa3zaJ, 4YTO 3a CUYET UuX

ucnosib3oBanus B nuere (200 Mi/cyTkn) OONBHBIX ¢ KapAUOJOTMUECKOM MaTOJIOTHEH
yIaJIOCh JIOTIOJHUTEIBHO TOBBICUTh YPOBHU JIETKOYCBosieMoro Oenka Ha 8-18
r/cCyTKH, xupa - Ha 15-17,4 1/ cyTku, yrneBonoB - Ha 33-40 r/cyTkH, 3HAYUTEIHHO
MOBBICUTh dHEPreTHuecKyto 1eHHocTh (Ha 300-400 kkan/cyTkn).

B tabnume 5.2.2. mnpuBeIEHO CpaBHUTEIBHOE COJEpPKAaHUE OCHOBHBIX
HYTPUEHTOB U SHEPrUMU B BapuaHTax 1 u 2 monuduirpoBanHoi aueTsl NeS.

Baxxno ormetuts, 4to 19 (20%) O0nbHBIX (IPEUMYIIIECTBEHHO B Bo3pacTe 1-3
JIET) MOJIHOCTHIO HE ChEJaIM PACCUMTAHHBIM OOBbEM MHUTAHUS B CBSI3U C TAKECTHIO
COCTOSIHUS, PE3KO CHIDKEHHbIM M HM30UpaTelIbHbIM  aIlleTUTOM, CJlIa00CThIO,
MOBBIIIEHHON yTOMIIsIEMOCTbI0. OcTajbHbIE €TU OXOTHO NMPUHUMAIU Ha3HAYEHHOE
ne4yeOHOe TUTaHHe.

CpaBHUTEIBHAS OIIEHKAa XMMHYECKOTO COCTaBa CYTOUYHBIX PAIlMOHOB JETEH C
HEJIOCTAaTOYHOCTHIO MUTAHUS MPH MOCTYIUICHUH B KJIMHUKY U Ha (OHE MPOBOAUMOM
JTUETOTEepanuy NoKasajia 3HauuTeIbHOe yMeHbIlIeHue neduiura 0enka Ha 26%, xupa
- Ha 17%, yrneBogoB - Ha 30% B rpymnmne MNAalMEHTOB C KApJAMOMHUONATHUSIMHU U

yMeHbllleHne aedunura o6enka Ha 9%, xupa Ha 15%, yrineBogoB Ha 20% B rpymme
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OOJBHBIX C BPOXKJICHHBIMU MOpOKamMu cepana. [Ipu 3Tom sHepreTudeckas EeHHOCTh
19% i 11%

palyoHa NOBBICWJIACh Ha o B TpyIIle KapJIUOMHUONATHUN U Ha o B TpyIIe

BPO’KJIEHHBIX TOPOKOB CEep/Illa COOTBETCTBEHHO (pUCYHOK 5.2.1.).

Tabnuua 5.2.2.
CpaBHUTeJIbHOE CO/lep/KAHNE OCHOBHBIX NMMIIEBbIX BEIECTB U JHEPIrUHU
B Jie4eOHBIX pauMoHaXx s AeTei crapue 1 roga

HI/IH_ICBaH OCHHOCTDb pallMOHa

Pamron DHepreTu
benku, | XKupsl, | Yriesossl, yeckas
r r r LIEHHOCTb,
KKaJI
Bapuanm I ouemwvt No5
e I[-3roma 55 40 198 1394
e 3-7ner 69 47 242 1687
e 7-12 mer 78 58 268 1939
e >12 jer 89 66 304 2209

Bapuanm 2 ouemwvi Ne5 (c
OONOJIHUMENILHOU HYMPUMUBHOU
nooodepackoii) «lleduawyp 1,5» (400

ma/cymxu) 60 55 167 1403
. 1-3 rona 75 62 221 1742
. 3-7 nmer 92 90 263 2230
. 7-12 net 112 115 400 3083
. >12 ner

[Ipu oleHKE MUKPOHYTPUEHTHOTO COCTaBa MOJIy4aeMbIX OOJIbHBIMU JETbMU
Je4eOHbIX palMOHOB YCTAHOBIIEHO 3HAYMUTEIBHOE TMOBBILIEHUE B HHUX JIOJIH
otaenbHbIX BUTaMUHOB (D 1 E) u MuHepanbHbIX BELIECTB: KaJIbIIMs, MarHusl, KeJes3a,
dbocdopa (pucyHok 5.2.2).

Ha ¢oHe KOMIUIEKCHOTO JIeUEHHUs, BKJIIOYAIOUIEr0 HYTPUTUBHYIO MOAACPKKY
nmomMuMo KynupoBaHus cumntomoB XCH y OGonbmmucTBa 78 (80%) manueHTOB,
OTMEUEHO 3HAYMMOE YIy4llleHMEe CaMOYYBCTBHS, AalllleTUTa, HOpPMAaJlU3alus CHa,
MOBBIILIEHUE JIBUTATEIbHON aKTUBHOCTU M MCHUXO-MOTOPHOTO Pa3BUTHS, YIIyUIlIEHHUE
Typropa TKaHEeW W IIBeTa KOXKHBIX MOKPOBOB, €XEJHEBHAas MpHOaBKa Macchl Teia
cocraBisia 15-30 r y nerel nmepBoro roga »*u3Hu U 10-15 r y GoJIbHBIX CTapiiero

BO3pacTa.
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Pucynok 5.2.1. Jlunamuka cojep>kaHusi OCHOBHBIX MUIIIEBHIX BEIIECTB (OTKJIOHEHHE OT HOPMBI, %) B palluoHax Jerei crapiie 1

roja Ha (hOHE HYTPUTUBHOM MOJIIECPHKKH.
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Pucynok 5.2.2. Jlunamuka cojep:kaHusi MUKPOHYTPUEHTOB (OTKJIOHEHHE OT HOPMBI, %) B palMoHax aered crapuie 1 roga Ha

(oHE HYTPUTUBHOM MOJIICPIKKH.
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5.3. O0ocHOBaHME COCTaBA J1e4eOHOT0 PALIMOHA NPH BPOKACHHBIX MOPOKAX
cepana, 0CJI0KHEHHbIX 0eJI0K-Tepsolleil JHTeponaTuei

OcoOyto KaTeropuro MaMeHTOB cocTaBisin 8 aeteit co cinoxkubiMu BIIC mocine
ONEpaTUBHOM  KOppeKHuu Tmopoka 1o  wmerony  DoHTeHa, Yy  KOTOPBIX
MOCJICONEPAIMOHHBIN MIEPHOJT OCIOXKHUIICS Pa3BUTHEM OENOK-TEpSIOIIell dHTeponaTuu
Y HEJIOCTATOYHOCTHIO MUTAaHUS (n = 5).

BonbHBIM ¢ yKa3aHHOW MaToJOruell BBUIY OCOOEHHOCTEW HMX T'€MOJUHAMUKH C
Heiabl0  NpoQUIAKTUKA M KYyNHPOBAaHMS  IOCJIECONEPALMOHHOM  AHTEPOIATHH,
Ha3Hauajach CrelUaIu3upoBaHHas OeccoseBas HU3KOXKUPOBAs AMETA C MOBBIIIEHHBIM
conepxkaHuem Oenka (He MeHee 3 I/Kr/CyT), MUHUMAaJIbHBIM KOJIMYECTBOM >Kupa (He
oosee 25% oT 0OIIEHl SHEProIEHHOCTH palMoHa), MPU STOM OB MaKCHUMAJIbHO
WCKJIIOUEHBI HACBIIIEHHbIE KUPBL. KHUPOBOM KOMIIOHEHT (HOPMUPOBAICA 32 CYET
CPEIHELIETIOYEUHbIX TPUTIIULIEPUIOB.

Lenpto mpuMeHeHUs JaHHOW AMETHl SIBISJIOCH IMOBBIINIEHHE YPOBHS Oenka B
KPOBH C LEJbIO MPEAYNPERKACHUS WIN YMEHBIICHUS TIPOSBICHUN SHTEPONATUH, TaK KaK
BHYTPUBEHHOE BBeJieHUE OeNKoBBIX MpenaparoB npu bBTD HexenarenbHO, B CBSA3M C
pa3BUTHEM aclMTa, NepuPEepUuecKUX OTEKOB M YXYIIIEHHMEM OOIIEero COCTOSHUS
MalUEHTOB.

B 3aBucuMOCTM OT HaJIWuUsi WIM OTCYTCTBUS KIMHUKH SHTEPONATUH
pa3paboTaHbl 2 BapuaHTa Jie4eOHbIX palMoHOB (BapuaHT A W Bapuant b) Ha ocHOBe
0a3ucHo nuethl Ne5.

Bapuant A cnenuanu3upoBaHHOM AWeThl HasHavaiucs AetsaMm ¢ BIIC mocie
onepauuu 1no Merony ®oHTeHa 6e3 KIMHUKU O€lIOK-Tepsrollel sHTeponaTiuu. Pannon
coJiep>Kall YMEPEHHO IMOBBIIIEHHYIO KBOTY Oenka (Ha 11-20%) B 3aBUCHMMOCTH OT
BO3pacTa M CHUKEHHOE KOJIMYECTBO kupa 10 18-27% ot H®DII, npu 3TOM XHpPOBOW
KOMITOHEHT 00€CTeUnBalCs CIEUUaTbHbIM XUPOBOM MoayieM «JIukBumxen» (mo 15
MJI/CYTKH), COCTOSIIUM W3 CpeIHelenoyYeuyHblX Tpuriauuepuaos. CopaepixaHue
yIJI€BOJOB M DJHEpPreTHdeckass LEHHOCTh palroHa ObulM OJU3KM K HOpMam

(U3HOTOTNYECKUX TOTPEOHOCTEH.
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Bapuant b cnenmanuzupoBaHHOM AueThl HazHadasics nanueHtam ¢ BIIC mocie
onepauuu 1no Merony DoHTeHa ¢ KIMHUYECKUMHU MPOSBICHUSMU O€NOK-Tepsronieit
HHTEPONATUHU. XapaKTepPU30BAJICA BBICOKMM YpOBHEM Oelka 3a CYET BKIIOYCHUS
OTEUYECTBEHHOM cMecH IS sHTepasibHoro nutanus «Hytpusn CtangapT», coaepramieit
B 200-400 wmn 8-16 r Oenka. JKupoBoi KOMIOHEHT MNPOAYKTa MPUBHOCHII
cpeaHenenovyeunbie Tpuraunepuasbl (50%), tadbmuma 5.3.1. JlaHHbIN BapuaHT JieueOHOM
JUETHI TTO3BOJIMII TOBBICUTH YpoBeHb Oenka Ha 64-85% ot HDII, cHU3UTh KBOTY XHpa
Ha 30%. [Ipu 3TOM KONMMYECTBO YIJIEBOJOB U dHEpPreTHUECKas LIEHHOCTh paluoHa ObLIN
osm3ku k HOILL

Tabnuua 5.3.1.
XUMHYECKHUH COCTAB U JHEpPreTHYecKasi HEHHOCTh

KMIKOM BBICOK00EIKO0BOI1 BbICOKOKaNopuiiHoi cmecu «Hyrpuin Crangapr»

Hyrpuenr,
[Tnmeas nenHocts Ha 100 mn
HHEpreTuvecKas HeHHOCTh
benku, r 4,0
XKupsl, 1: 3,6
n3 Hux CHT 50%
YrieBopl, T 12,9
DHepreTuyeckasi HEHHOCTb, KKaJl 100

[IpumepHbIi cocTaB pazpaboTaHHO JeueOHOM 1UeThl (BapHaHT A C BKIIOUEHUEM
xKUpoBoro monayns «JIukBuiken» u BapuaHT b ¢ goOasnenuem cmecu «HyTpusn

CTaHIIapT» JJIA ITIaDUECHTOB C BIIC mocie orncpanuu doHTEHA IMpeACTaBJIICH B Ta6J'II/IL[€

5.3.2.
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Tabmuma 5.3.2.

IIpumepHbIe JedyeOHbIe PAMOHBI AJIA 00JIbHBIX

¢ BPOKJIeHHBIMH MOPOKaMM cepana nocje onepauuu Oonrena

HanmeHnoBaHue MpOAyKTOB U OJF0]T

BospacT (5-18 ner)

JledueOHbIil paliioH

BapuaHT A*

‘ BapUaHT b**

O6BEM nuiu (T, M)

3aBTpak

Kama rpeuneBast Ha 00€3’)KUPEHHOM MOJIOKE 150 (80%) 150 (80%)
(0,5%)
JIuKBUKEH 5 (50%) -
OmiteT OEIKOBBIT 80 (70%) -
«Hytpusn CrangapT» - 50
Kucens u3 s0110k 50 (75%) -

2-i1 3aBTpaK
['pymia neyenas 75 (85%) 75 (85%)

Oo0en

Cyt 13 cOOpHBIX OBOIIECH BereTapruaHCKUi

100 (85.8%)

100 (85.8%)

['pynka uHaeku oTBapHast 80 (54,7%) 80 (54,7%)

MakapoHbl OTBapHbIe 0€3 Maciia 150 (74%) 150 (74%)

«JIUKBUJIKEHY 5 (50%) -

Cox 50 (88%) 50 (88%)
IMoaanuk

«HyTtpusn Crangapt» - 150 (87%)

TBopor 00e3KupEeHHBIHI 80 (72.6%) 80 (72.6%)

«JIUKBUJIKEHY 5 (50%) -

banan 75 (74%) 75 (74%)

YxuH

Kotnera ppiOHast mapoBas 80 (60%) 80 (60%)

Kaptodens orBapHOU 150 (79%) 150 (79%)

«JIUKBUIKEHY 5 (50%) -

Yaii ¢ caxapom 50 (92,8%) 50 (92,8%)
Ha Houb

«HyTtpusn Crangapt» - 150 (87%)

XJ1e0 Ha BeCh /ICHb
Xi1e0 OecconeBoit 100 (40%) 100 (40%)
CyTo4HBbIi1 00b€M NUTAHUA 1290 1490

B CKOOKax yKaszaH % MKHUIKOCTH B IIPOIYKTaxX U OIr01ax

* gapuant A neueOHOM nuetsl — i nereit BIIC nocne oneparun @onTtena 6e3 kauHuku 6T,

** gapuant b neuebHoi nuetsl — s aereit ¢ BIIC nocne onepanun @oHTEHA C KITMHUYECKUMU U

naboparopasiMu pu3Hakamu bTO
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B Ttabnuie 5.3.3 npencraBieHbl XUMUYECKHN COCTaB U SHEPreTUUYECKas IIEHHOCTh
BBIIIEMTPUBEICHHOTO TPUMEPHOTO JIeUeOHOTO paIuoHa.
Taoauna 5.3.3.
XuMHUYeCKHUil COCTAB MPUMEPHBIX JIeUeOHBIX PAIIMOHOB ISl 00JIbLHBIX

¢ BPOKJIeHHBIMH NMOPOKaMHM cep/ana nocje onepauuu Oonrena

HI/IH_ICBaH HCHHOCTDb PATMOHOB

JleueOnbI benok, T Kupsl, T VYraeBoapl, I | DHEpreTuyuecKas
pannoH IIEHHOCTD, KKaJ
OIT*** | %ot | ®II | %or | DI | %or dDIT % ot
H®II H®II H®II H®II
Bapuant A*
e 3-7ner 65 + 20 45 -25 239 -8 1702 0
o 7-12 nmer 70 + 11 51 -27 263 - 14 1918 0
e >12er 80 + 11 66 - 18 300 - 10 2318 0
Bapuant b**
e 3-7ner 100 + 85 42 - 30 264 0 1812 0
e 7-12 et 110 +75 49 - 30 288 -6 2028 +3
o >12 jer 118 + 64 56 - 30 314 - 14 2228 +7

* gapuant A neueOHOI nuetsl — i neteit ¢ BIIC nocne onepaunn @onrena 6e3 kiuHuku bTO,
** papuanT b neyeOnoit nuetsl — i nereit ¢ BIIC nocne onepaunu @oHTEHA ¢ KITMHUYECKUMU U
naboparopasiMu pu3HakamMu bTO

*#% @I — pakTuyeckoe noTpediieHne

Pa3paboranHbie HAMU PEKOMEHAAIMH 10 UCTIOIB30BAHUIO PA3TUYHBIX MPOAYKTOB
nutanusa B paumoHax gered ¢ BIIC mocne onepamuu ®DoHTEHa MNpencTaBICHBI B
MIPUIIOKEHNU.

BaxxHo ormetruth, uTo0 00a BapuaHTa CHEIUATU3UPOBAHHOM HHU3KOXKHPOBOM
OeccoyieBO NTMEThl C TIOBBIICHHBIM COJIEpKAHUEM Oejka BCE MAI[UEeHThl OXOTHO
MPUHUMAIIY, aJUIEPTUYECKUX U THUCIENTUYECKUX SIBIICHUH He oTMeueHo. Kpome Toro,
BBICOKUM YpOBEHb Oejka B palnuoHe (BapuaHT b) mo3Boimin KynmupoBaTh MPOSIBICHUS
Oenok-tepstonield  sHTepornatun. McmombzoBanue cmecu «Hyrtpusn Cranmaprty,
oOorarieHHONH BUTAMUHHO-MHUHEPAJIbHBIM KOMIUIEKCOM, CIIOCOOCTBOBAJIO ONTUMU3AIUN
MHUKPOHYTPUEHTHOI'O COCTaBa pallioHa, pUCYHOK 5.3.1.

Taxkum 00pa3om, NMpeuMyiiecTBOM BapuaHTa b pa3spaboTaHHOU AUETHI SBISIETCS

BO3MOXHOCTh TOBBIIIEHUSI TOTpeOieHue Oeyika JAETbMH C pa3BUBIICHCS OeloK-
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TepHIOH_Ieﬁ 3HT€pOH&TPI€fI, 4TO CIIYIKHUT 6HaFOHpI/I$ITHBIM (I)aKTOpOM HJIA YCTPpaHCHUA eé

KIIMHUYCCKUX HpOSIBJI@HHﬁ.

M Mpu nocTynneHuu N B guHamuke

100 -

86

-100 - -90
O v Y e d ¥ @ R

Pucynok 5.3.1. Jlunamuka (OTKJIOHEHHE OT HOPMBI, %) cofep:KaHns MUKPOHYTPUEHTOB
B palMOHaX MAalMEHTOB C BPOXKJICHHBIMU MOPOKAMHU CEPJLA, OCIOKHEHHBIMU OEJIOK-
TepsIoel FHTEponaTuei, Ha (oOHEe AUETOTEepanuu ¢ UCIoIb3oBaHUuEM cMecu «HyTpusn
Crangapm»

B kadecTBe KIMHUYECKOIrO MpuMepa BbICOKOW 3(PGPEeKTUBHOCTH pa3pabOTaHHOU
BBICOKOOETTKOBOM BBICOKOKAJIOPUMHON 0eccosieBOi HU3KOKUPOBOW JIeUEOHOW IHUETHI Y

pebeHka ¢ 11e0I0TOM O€NOK-TepsIolel SHTEpPONaTUM HUXKE TPUBOIUTCS KpaTKas

BBHITIMCKA U3 UCTOpUHU Oosie3Hu maruenTa K.

Knunuuecxkuii npumep Ne2.

Hayuenm K., om [-ui bepemenHoOCmU, CPOUHBIX CAMONPOU3BONbHBIX P0008. Macca mena npu
pooicoenuu 4150 e, onuna mena 54 cm. C posircoenuss Ha UCKYCCMBEHHOM 8CKAPMIUBAHUU.
H3 anamnesa uzgecmno, 4umo Ha 5-e CYMKU HCUBHU BbIAGNIEH BPONCOEHHBIU NOPOK cepoya

(ampe3usi  MPUKYCNUOATIbHO2O  KIANAHA,  SUNONIA3USL  NpPABO20  JHCeNyoouKda,  Oeghekm
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MeHCHCENYOOUKOBOU NepecopoOKU, 08a Oehekma mencnpeocepOHoll nepecopooKl, CMeHO3 YCMbsl
JIe6oll  JIe20YHOU apmepuu, NpoNanc MUmMpAIbHO20 Klanaua ¢ pe2ypeumayuei Icm, HusKoe
PAcnoiodcenue nonepedtoll 8eHvl, OPEHUPYIOWENCs 8 YCmbe 8epXHell NOJIOL 8eHbl), NOOMEEPIHCOEHHDI
6 HIJCCX um. A.H. baxynesa, 20e 8bIn0IHEeHbl 6Ce IMANbL ONEPAMUBHO20 JICUEHUSL:

- Han0Jicenue CUCMeMHO-1e204H020 anacmomosa ciesa (mau 2006 2., eozpacm 1 mecsy)

- KIUNUpOBaHue panee HAlOMCEHHO20 AHACIOMO3A, HANONCEHUE KABANYIbMOHAILHO20 AHACMOMO3d C
nepessskou OAIl (2007 2., so3pacm 1 200)

- onepayusi Poumena 6 moougpuxayuu s3Kcmpaxapouairvroco xkowoyuma u3z "lop-Texc Nel8",
yuusanue KIanaHHo20 KOAbYd JIe20YHOU apmepuu 8 YCI08UAX UCKYCCMBEHHO20 KPO8OOOpaujeHus u
eunoxcemuu (2009 2., éospacm 3 200a). B nocreonepayuonHom nepuooe HecocmosamenrbHOCMsb U808
Ha 2pyouHe u OUACMO3 KOJHCHLIX UUBO8.

C oxmsabps 2014 2 (so3pacm 8 nem) nossunucy omexku Ha Hoz2ax u auye. B 8§ nem 9 mec. 6 ceazu
C NpucoeouHemuem CnazmMa Muly KUcmeu pyK peOeHOK OJKCMPEHHO 20CHUMAIU3UposaH 8
Kapouono2uyeckoe omoeneHue no Mecny HCumenbcmeda, 20e 8 OUOXUMUYECKOM aHaIu3e Kposu. oowull
benox 37,1 e/n, arwoymun 24,7 o/n, kami 2.8 mxkmoav/n. B mepanuro exntouenvt xanvyuii-/{; 2
mabemKu/cymxu.

B csa3u ¢ neagpghexmusnocmuio nposooumozo neveHus ¢ yeavro epuguxkayuu ouacHo3a u
Jleuenuss, pebenox 6 eozpacme 8 nem 9 mec nepeseden 6 kapouonocuueckoe omoenerue PIAY
«HIL[3/]» M3 P®.

Ha momenm nepesooa eec 33 ke, pocm 139 cm. Cocmosinue msoicenoe, 00)ClO81EHO
cumnmomamu XCH 24 cm. - kooichble nOKpogvl OiedHble, NOCIeONepayuoHHbli pydey no cpeouHHouU
JUHUY, NO JlegOMy Mexcpebepvlo, 8blpadiCeH NepPUOPAIbHLILL U NEPpUOPOUMATbHBIL  YUAHO3;
nocieonepayuoHnas oegopmayus 2pyoOHOU KIeMmKU, 2PAHUYbl OMHOCUMENbHOU Mynocmu cepoya
pacuiupenvl  61e60 00 nepeoHell AKCULIAPHOU JUHUU, MOHbl Cepoya pummuynsle, CUCMOJO-
ouacmonuyeckuii wiym 6o ecex moukax, YCC 76/mun, A/] na pyxe 120/70 mm pm cm.; annemum
COXpaHeH, HCUBOM yeenuyeH 8 oOveme, MASKUL, 00CMYneH 21y00Kol Nanbnayuu, NOJI0HCUMETbHbIU
cumMnmom niecka;, eenamomezanusi 00 +2 cm, Kpall neuyeHu 2aA0KUll, MACKO-21ACMUYECKOl
KOHCUCMEHYUU, CeNle3eHKA He NATbNUPYemcs; CmyJl Yacmulil 00 5 pas/0ensb, PA3HCUNCEHHDBLL.

Pebenky npoeedeno romnnexcnoe obcnedosanue, 6KkIOYABUICe OYEHKY HYMPUMUBHO20
cmamyca ¢ nocieoyrowel KOHCy1bmayuell Ouemonoza:

- buoxumMuyeckull anaius Kposu: oowuii oenox 53 e/n, arvoymun 31 2/n, npeanvoymun 537,11 me/n.
- Oxo-KI': anacmomo3 ¢ynkyuonupyem,; aopma pacuiupena (28 mMm Ha Yypo8He CUHYCO8), N1e204Has
apmepus 15 mm, cneno 3akanuusaemcs Ha paccmoanuu 10 mm om Kianauma, 1e2ouHvle 6emeu

3ANONHAIOMCS PeMPOcPAOHO U3 AHACMOMO3A, pacuiupeHvl aesvle omoenvt cepoya (JII 24*31 mm; JDK
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(KIP/KCP) 46/32 mm), npaswiii scenyoouex pyoumenmapuwii, 1111 6 npedenax nopmot (20*26 mm);
Odeghekm medncoceny0ouxkosou nepecopooku 11 mm, cmenxu ymoawenol (MIKIL 11 mm, 3CIDK 8 mm);
cokpamumenvHas cnocoonocms muoxkapoa crudicena (@B no Teuxonvyy 58%, ®B no Cumncouy
50%),; nedocmamounocms MumMpaIbHO2O Kianama 2 cm.

- OKT': peskoe omknonenue S0C 6neso, na gone cunycosozo pumma ¢ Y4CC 94-105 yo/mun nocne
kopomkux nays no 0,80 cex pecucmpupyiomcs napmuvie y3108ble COKpaujeHus ¢ sAereHusmu AB-
Juccoyuayuy, HNPUSHAKYU 2UNEPMPOduU MUOKAPOA 1e8020 IHCeLyOOYKA HA (hOHe NOZUYUOHHBIX
ocobennocmetl cepoya, 610Kkada nepeonell emeu 1e6ol HoxCKu nyuka luca ¢ couemanuu ¢ HenoHou
O10Ka0ol npasol Hoxcku. Yonuumenue snekmpuyeckou cucmonvl xcenyoouxkos (QT) na 0,06-0,07 c.
Buipasicennvie napyuenus npoyecca penonspuszayuu 8 MUOKApPOe H#ey0ouKos.

- Komnwviomepnas momoepaghus epyoHo20 u OpHOWHO20 0MOeN08 AOpmbl. IKCMPAKAPOUAIbHbIU
KOHOYUM He CMewjeH, e20 CMeHKU He YMOIuleHbvl, O0e@deKmos KOHMpACMUpPOBAHUs U CYHCEHUs
npoceema He 6blA61eHO. [[8yHanpasiennblli KaganyibMOHAIbHLIUL AHACIOMO3 HPOXOOUM, OUAMEMPOM
00 21 mm. CucmemHO-1€204HblI AHACMOMO3 Cle8a KIUNUPOBAH, KOHMPACMUPOBAHUS 8 €20 NpOoceeme
He ommeyeHo (mpomobuposanue). [lepexmos KommpacmupoeaHus GepxHeli NOJOU 6eHbl U
NIeYe20/I06HbIX CMBONI08 He omMmedeHo. Kuokocmnozo coldepicumozo 6 niespanvhbix u OpoWHOU
NOIOCMAX, NOIOCMU NEPUKAPOA U 3aOPIOUUHHOM NPOCMPAHCIEE HE BbLABILEHO.

Ilpu oyenxe Hympumuenoco cmamyca nokazameneu Z-scores: macca mena/sospacm 1,17,
pocm/sospacm 1,31, HMT/so3pacm 0,65, umo coomeemcmeosaio CpeodeHeso3PaACHbIM
nokazamesm.

Oyenka gpaxmuyeckoeo numanus: cymounwiii oovem nuwu 1000-1200 mn. Dnepeemuueckas
yennocms payuora cocmasnsina 2201 kxan (npu nopme 2900), benxu 89 2 (npu nHopme 87 2), scupvi 66
2 (npu nopme 97 2 ), yeneeoowt 304 2 (npu nHopme 421 2).

Ilo pezynomamam o06cnredoanuss U OAHHLIX AHAMHE3A NOCMABIEH OUACHO3 «BDPONCOEHHbBIU
NOPOK cepoya: ampe3us MpUKyCnuUOaIbHO20 KIANAHA, 2UNONIA3USL NPAB020 JHCENyOO0UKda, OegheKkm
MeHCHCENYO0U0B0U Nepe2opooKU, 08a 0epeKkma MeCnpedcepoHoli nepe2opoOKU, CIMEeHO3 YCMbs 1e60U
JIE2OUYHOU apmepuu, NPoIanc MUMpAIbHO20 KIanawa ¢ pecypeumayuetl 1cm, HU3Koe pacnonodiceHue
nonepeuHoll 6envl, OpeHupyrwelcs 8 ycmove eepxnel nonou eeHvl. Cocmosnue nocie HAI0HCeHus
CUCMEMHO-TIE20YHO20 AHACMOMO3a caesd, nepeeasku cmeoaa JIA u nepesasku OAIl & 2006 e.;
Cocmosinue nocne HanodiceHusi O8YHANPABIEHHO20 KAB8ANYIbMOHANbHO20 aHacmomosa & 20072.,
dyukyuonupyrowuti anacmomo3s. Pesuodyanvuwiti wiynm 6 obaacmu cmeona JIA, menkue aopmo-
Jle2oyHble KOJlamepaibHble apmepuu, apmepuanvHas eunoxkcemus. Cocmosauue nocie onepayuu

Doumena 6 moougpukayuu s3KcmpaxkapouanbHoco kowoyuma u3z «lop-Texc Nel8», ywusanue



126

knanamnoeo koavya JIA uz npoceema JIA 6 ycnosusx UK u eunoxcemuu om 05.02.20092.
Hecocmosamenvrnocms wieoe na epyourne u ouacmos koxcHuolx wieos om 18.02.09 a.

Heoocmamounocms mumpanvnozo knanama. Henonmas 6Onokada npasou moowcku nyuxka luca 6
couemaHnuu ¢ 610kadol nepedreti eemsu negoti Hoxcxku n. Luca. XCH 24 cm. ©K Il no NYHA».

Pebenxy HazHaueHa KOMMNIeKCHAs mepanusl, BKIIOUAIOWYASL uH2UOUMOpYL

aHeuomeH3uHnpespawaowe2o Gepmenma (kanmonpun), Gema-o10Kkamopwvl (KOHKOpP), OUypemuKxu
(Ouyeep), Kanus u MasHusi ACNApacuHam, NeHMoKCUDULIUH.
Ilpu cocmasnenuu neuebHoU Ouemvl y4umvléanu HeoOX0OUMoe O2paHuyeHue CYMoOYHOo20 00veMma
acuokocmu 0o 800 mn/cym (2/3 om 603pacmmuoili HOpPMbL), XUMUYECKUN COCMmas payuoHa
(MUHUMATLHOE CcOOepauCcanue Heupa), KiuHuky oedoroma BT (uacmuii scuoxkuti cmyn, omexu, HU3KULL
VPOBeHb ANbOYMUHA, 0bujeco 0Oenka 6 OUOXUMUYEeCKOM anaauze Kpoeu). Taxk Kax Koppexkyus
8bIULEYKAZAHHBIX USMEHEHUL B03MONCHA MOJIbKO NYMeM HA3HAYeHUus jle4yeOHOoU Ouemvl, pebeHOK Obll
nepeseoen  HaA  CHEYUANUSUPOBAHHYIO — HUSKONMCUPOBYIO  becconegylo  Ouemy. B kauecmee
O0ONOIHUMENbHO20 UCMOYHUKA 0eNKa HA3HAYEHA BblCOKODENKOB8As 6blCOKOKANOPUNHAA —cMecb O/id
sHmepanvrozo numanus «Hympusn Cmanoapmy» 400 mn/cym. Dnepeemuyeckas yeHHOCMb payuona
cocmaesuna 2621 kxan (npu nopme 2900 kxan), 6eaxu 130 & (npu nopme 87 2), scupwvl 60 2 (npu Hopme
97 2), yenesoowvl 391 e (npu nopme 421 2). 3a epemsa npedvisanus ¢ omoeneHuu (2 nedenu) Ha Goue
npOBOOUMO20 JleYeHUs U pa3pabomaHHol Ouemomepanuu yoaiocb O000UMbCA CMaduIU3ayuu
CcOCMOsIHUA (ROBBICUILCS IMOYUOHANbHBIU MOHYC, YIYYUIULCS annemum, cmai 0onee aKkmugHblM, MoHbl
Oonee 36yuHble, KYNUPOBAH OMEYHbBIL CUHOPOM - YMEHbUUIACL OKPYHCHOCHb JHCUBOMA, He
omMeuanoch NACMO3ZHOCMU TUYa U 2ojeHel, macca meia Kk momenmy evinucku 31.500 ke).

Ilpu xamamnecmuueckom Habarooenuu (8 eozpacme 9 nem 3 mec, 9 nem 9 mec) cocmosinue
nayuenma y0o081emeopumenbHoe, NPUHaAKu OeloK-mepsaouel SHMeponamuy  omcymcmeosa,
mepanus NPOOOJIHCEHA 8 NPEN’CHEM 00beMe, NPU KOHMPOLe OUOXUMUYECKO20 AHANU3A KPOBU YPOBEHD
obweeo benxka nosvicuics 0o 74 e/n (npu nopme 60-80), arnvoymuna oo 46 2/n (npu Hopme 38-54),
pucynok 5.3.2.
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Pucynox 5.3.2. Jlunamuxa anmponomempuuecxkux nokazameneti nayuenma K., (8 nem 9 mec., 9 nem 3

mec., 9 nem 9 mec.) 6 coomeemcmauu ¢ Hopmamu BO3.
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A)

b)

Pucynox 5.3.2. OKI" (A) u peumeenocpagus opeanos epyonoti kanemku (b) nayuenma K. npu

nocmynjieHuu 6 Ki1uHUK)y.
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5.4. luHaMHKa AaHTPONIOMETPUYECKHUX NOKa3aTeJded U CTPYKTYPbI

HEJ0CTATOYHOCTH NUTAHUA HA (PpoHe pa3padOTaAHHBIX Je4YeOHbIX IHET.

[ToBTOpHBIN aHATH3 aHTPOTIOMETPHUECKHUX MOKa3aTeNel y 00CIeI0BaHHBIX JeTeH
C KapJUOMHONATHSIMHU U BPOKICHHBIMU TTOPOKAMH CEpAIla MPOBEEH Yepe3 6 MecsIeB
OT Hayajla MPUMEHEHHUs JedeOHBIX AueT. KpurepueM isi TOJOXKUTEIBHOW OIEHKU
JUHAMHUKH aHTPOTIOMETPUYECKUX HHICKCOB M TPOBOJUMON TUETOTEpANMH B IEJIOM
CIIYKWJIM U3MEHEHHUs TIoKa3aTenen Z-scores He MmeHee yeM Ha 0,25 SD.

[Ipu cpaBHeHuMM TmOKazaTene Z-scores y HaOMOAaeMbIX JeTed ¢
KapJIMOMHOINATUSIMU OTMEUEHO JIOCTOBEpPHOE yBenudeHue 3HaueHuit (no +0,81 SD) mo
nokaszaresnsiMm Macca tena/poct u UMT/Bospact (p=0,04 u p=0,02, COOTBETCTBEHHO) -
tabnuua 5.4.1.

Tabnuua 5.4.1.

Pacnpenenenue nokasaresieil pusnueckoro paspurus (Z-scores) gjeteu

¢ KapauomuonatussMu Ha ¢one nuerorepanuu (Me; 25;75 kBapTHJIb)

Kapanomuonatuu
Z-scores Bospacrt IPU MOCTYIUICHUH Ha (oHE JIeueOHOro
B KJIIMHUKY (n = 87) nutanus (n = 83)

25 Me 75 25 Me 75

1- 5 mec -2,62 | -1,42 | -0,60 - - -

Macca Teja/ 6-11wmec | -2,34 | -1,28 | -0,14 | -1,33 | -1,33 | 0,50
poct* 1-3 roga -0,93 | 0,19 1,07 | -0,74 | 0,13 | 0,69
3-4 roga -0,59 | 0,05 | 044 | -0,84 | 0,07 | 1,02

Macca tena/ 1-5 mec -1.9 -1.5 | -0,67 - - -
BO3pacT 6-11 mec -1.7 | -0.73 | -0.02 | -1,51 | -1,51 | -1,51

1-3 rona -0,31 | 0,36 | 0.88 | -0,76 | -0,16 | 0,41
3-4 rona -0,75 | -0,61 | 0.46 | -1,24 | -0,38 | 0,67
5-11 ner -1,04 | -0,60 | 0.07 | -1,39 | -0,45 | 0,76

poct/ 1-5 mec -0,30 | -0,24 | 0,96 - - -
BO3pacT 6-11 mec -0,19 | 0,50 1,41 | -1,05 | -1,05 | -1,05
1-2 roma -0,55 | 0,19 | 0,85 | -0,78 | -0,08 | 0,60
3-4 roma -0,19 | -0,05 | 0,21 | -0,97 | -0,59 | -0,11
5-11 mer -1,35 | -0,79 | -0,28 | -1,27 | -0,84 | 0,36
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> 12 ner -0,97 | -0,56 | -0,15 | -2,17 | -1,57 | -1,31
NUMT/Bo3pact™* 1-5 mec 2,72 | -1,7 -1,0 - - -
6-11wmec | -2,31 | -1,45 | -0,16 | -1,26 | -1,26 | -1,26
1-2 rona -0,96 | 0,39 1,13 | -0,99 | -0,14 | 0,99
3-4 rona -0,58 | 0,03 0,39 | -0,72 | -0,05 | 1,07
5-11 ner -1,27 | -0,36 | 0,16 | -1,16 | -0,45 | 0,44
> 12 net -0,14 | 0,49 1,12 | -2,06 | -1,10 | -0,50

IIpn cpaBHUTENBHON OLIEHKE MOKa3aTesnedl Z-scores y JeTeld C BPOXKIECHHBIM

*-p=0,04; ** -p=0,02

MOpOKaMH cepAlla B JAWHAMHKE OTMEYCHO CTATUCTHUECKH 3HAYUMOE YBEINYCHUE
cpennux 3HadeHuut (o +0,95 SD) mo mokaszatensim macca Tena/poct u UMT/Bo3pact
(p= 0,04 u p = 0,03 cooTBETCTBEHHO) - Tabymma 5.4.2.
Tabnuua 5.4.2.

Pacnpenenenue nokasaresieid pusnueckoro passutus (Z-scores)

JAeTel ¢ BPOKIACHHBIMH NIOPOKaMHM cepAna Ha (poHe AueToTepanuun

(Me; 25;75 kBapTHIIB)

Bpo:xaeHHbie MOpPOKU cepaua

Z-scores Bospact IPU MOCTYIUICHUH Ha (oHE JIeueOHOTrOo

B KJIIMHUKY (n = 66) nutanus (n = 59)

25 Me 75 25 Me 75

1- 5 mec -2.53 | -2.18 | -0.83 - - -
Macca Tena/ 6-11 mec -2.28 | -2.01 | -142 | -1,33 | -1,33 | -1,33
poct* 1-3 rona -0,9 | -0,16 | 0,46 | -0,74 | -0,13 | 0,69
3-4 rona -0,83 | -0,27 | 0.35 | -0,84 | -0,07 | 1,02

Macca Tena/ 1-5 mec 2,9 | -2,76 | -0,87 - - -
BO3pacT 6-11 mec -3,16 | -2,10 | -0.66 | -1,51 | -1,51 | -1,51
1-3 rona -0,33 | -0,09 | 0,29 | -0,76 | -0,16 | 0,41
3-4 rona -1,02 | -0,35 | -0,04 | -1,24 | -0,38 | 0,67
5-11 ner -1,40 | -0,37 | 0,29 | -1,39 | -0,45 | 0,76

poct/ 1-5 mec -1,81 | -1,07 | -0.70 - - -
BO3pacT 6-11 mec -1,40 | -0,92 | 0,53 | -1,05 | -1,05 | -1,05
1-2 rona -0,88 | -0,08 | 0,42 | -0,78 | -0,08 | 0,60
3-4 rona -0,60 | -0,44 | 0.12 | -0,97 | -0,59 | -0,11
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5-11 ner -1,33 | -0,87 | -0,15 | -1,27 | -0,84 | 0,36
> 12 ner -2,63 | -1,51 | -1,26 | -2,17 | -1,57 | -1,31
NMT/Bo3pact™* 1-5 mec -2.79 | 2.2 -1.4 - - -
6-11mec | -242 | -2.22 | -1.63 | -1,26 | -1,26 | -1,26
1-2 rona -0,50 | 0.01 | 0,61 | -0,99 | -0,14 | 0,99
3-4 rona -0,84 | -0,30 | 0,33 | -0,72 | -0,05 | 1,07
5-11 ner -0,74 | -0,28 | 0,49 | -1,16 | -0,45 | 0,44

*-p=0,04; ** -p=0,03.

[Ipr oLEHKE aHTPONOMETPUYECKHMX HHIEKCOB JETEN C KapJAUOMHUOIATUAMU HU
BPOKJICHHBIMU MOPOKAMHU CEPALA U YCTAHOBJICHHOM HEAOCTATOYHOCTHIO NMUTAHUA, Ha
(dboHe AHMeTOTepanuu BBISBICHO 3HAYUTEIHLHOE CTATUCTUYECKH 3HAYUMOE UX
yBenudenue (p < 0,00) - rabnuna 5.4.3.

Tabnuma 5.4.3.
JAnHaMuka nmokaszaresiei (pU3NIECKOro pa3BUTHS JAeTell ¢ HeI0CTATOYHOCTHIO

NUTAHUA HA POHe HYyTPUTUBHOM nmoaaepxkku (Me; 25;75 kBapTHiIb)

HaI_II/IeHTBI C HCAOCTATOYHOCTDBIO ITMTaHUA

Z-scores BO3pacT IPU MOCTYTUICHUH Ha (hoHE JIeueOHOro
B KJIMHUKY, h = 69 nuTaHus, n = 44
25 Me 75 25 Me 75

1-5 mec -2,81 | -1,98 | -1,08 - - -
6-11 mec -2,47 |-2,09 -1,73 | -1,88 | -1,47 | -1,33
1-2 rona -1,66 | -1,47 | -1,17 | -1,59 | -1,23 | -1,06
3-4 roma -1,38 | -1,05 | -0,76 | -1,70 | -1,60 | -1,20
1-5 mec 2,76 | -1,75 | -1,20 - - -
6-11 mec -2,24 -1,8 -1,07 | -1,51 | -1,27 | -0,85
1-2 roma -1,89 | -0,84 | -0,58 | -1,56 | -1,28 | -1,17
3-4 rona -1,54 | -1,24 | -0,83 | -1,47 | -1,41 | -1,08
5-11 nert 2,14 | -1,50 | -1,33 | -1,76 | -1,59 | -1,29
1-5 mec -1,58 | -0,57 0,83 - - -
6-11 mec -1,25 0,08 1,49 | -2,25 | -1,05 | -0,42
1-2 rona 0,11 0,37 0,81 -1,35 | -0,67 | -0,27
3-4 roma -1,31 | -0,49 | 0,26 | -0,70 | -0,55 | -0,51
5-11 nert -2,50 | -1,42 | -0,87 | -1,59 | -1,26 | -0,89
> 12 et -3,46 | -2,35 -1,6 -2,63 | -2,40 | -1,71

Mmacca
Teaa/pocT

Mmacca
TeJ1a/BO3pacT

pOCT/BO3pacT
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1-5 mec -294 | 2,27 | -1,36 - - -
6-11 mec 2,54 | 2,22 | -1,86 | -1,98 | -1,51 | -1,26
1-2 rona -1,76 | -1,42 | -1,29 | -1,54 | -1,21 | -0,34
3-4 roma -1,38 | -1,08 | -0,74 | -1,65 | -1,65 | -1,21
5-11 mer -1,57 | -1,33 | -0,68 | -1,60 | -1,37 | -1,17
> 12 et 2,57 | 2,22 | 2,17 | 2,40 | -1,98 | -1,46

NUMT/Bo3pact

B nauane uccienoBanus octpas win xponnueckasi popmbel HIT Obutn BBISIBICHBI Y
69 (45%) u3 153 obGcnenoBaHHbIX 00NbHBIX. [IpU MOBTOPHON OIIEHKE HYTPUTHBHOTO
cTaTyca HEJIOCTaTOYHOCTh MUTAHUS BBIABISIACE Yke Y 44 (29%) nereid, uro Ha 16%
MEHbIIIE, ueM B Hadase uccieaoanus (p < 0,05).

Ha pucynkax 5.4.1. u 5.4.2. npencrasieHa AWHAMHUKa IOKa3zaTenend Z-scores
neTeil nepsozo 2oda J#cu3HU OTHOCUTENIBHO JTaHHBIX MPU MEPBUYHOM O0O0CIIE€IOBAaHUU.
[Ipy mocTyruieHUU B KJIMHUKY OBUIO BBISIBICHO 3HAUMUTENIBHOE CMEIICHHWE MeIuaH Z-
scores B CTOPOHY OTPHIATEILHBIX BEJIUYUH B 00€uX rpynmnax (B ToM uucie Huxke -3 SD
Macca Tena/Bospact, UMT/Bo3pacT), 4TO CBUACTEIHCTBOBAJIO O HAJTUYUU OCTPOM, B TOM
YuUCJIe TSKEIOW HENOCTaTOYHOCTH MUTAaHMS. AHAIU3 aHTPOMOMETPUUYECKUX HHICKCOB
1o Z-scores Ha ¢oHE pa3paOOTaHHOW HAMU JHMETHI BBISBUI BBIPAXKEHHOE UX CMEIICHUS
BIIPABO OTHOCUTEIBHO CPEIHEBO3PACTHBIX 3HAUCHUH.

Tax, B rpynmne OJdemeu nepgoco 2o00a JcuzHU C KapAUOMUONATHUSIMU
OTpHUIIATEJIbHBIC 3HAUYCHUSI BEIUYUH Z-scores macca tena/poct u UMT/Bo3pact (ot -3
1o -1 SD) npu BxIItOUeHUHU B ucclienoBanue Obutn y 65% u 68% cooTrBeTcTBEeHHO (B
ToM uyucie 1o 14% mo KaxaoMy ToKaszarento co 3HadeHusMmu Huxke -3 SD). Ilpu
KaTaMHECTHYECKOM HaOJIoJieHuu (depe3 6 Mec.) 3HaueHMs yKa3aHHBIX ToKazaTenen
coctaBuiu 29% u 31%, uto B 2,2 pa3za MeHbIIIE, TIPU 3TOM OOJIBITUHCTBO J€TeH UMEH
serkyro crenenb HIL.

B rpynne OGonpHBIX TpyIHOrO BO3pacTa C BPOXKICHHBIMH IMOPOKaMH Cepjila
TaK)K€ YMEHBIIMJIOCh YMCJIO JIeTeHd C OTpHUIATEeIbHbIMU 3HAUYCHHUSIMHU Z-SCOres: macca
tena/poct 1 UMT/Bo3pact B auanazone ot -3 g0 -2SD npu MmOCTYIUIEHHHM ObLIA
ycTaHOBJIEHB Y 63% u y 69% cooTBeTCTBEHHO, Npu ATOM Yy 13% OOJIBHBIX ATH

nokasarenu ObLIH B MeHee -3SD.
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Pucynok 5.4.1. /lunaMuka cOMaToMeTpUUECKUX MOKa3aTeNel y OOJbHBIX IEPBOT0 TOJa KU3HU C KAPJUOMHUONATUAMHU (3€JIEHBIM
BETOM 0003Ha4Y€HbI MOKa3aTenu Z-scores - CpeHeBO3pacTHbie HopMaTuBbl BO3, KpacHbIM - Z-scores MpH MOCTYIIEHUH, CUHUM
Z-scores Ha (pOHE TUETOJIOTMYECKOr0 JICYEHUS ).
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PucyHok 5.4.2. JluHaMHMKa COMaTOMETPUUYECKUX MoOKa3zarejaed y OONbHBIX MEPBOrO IoJa KU3HU C BPOXKICHHBIMH NOPOKAMHU
cepaua (3e1eHbIM LBETOM 0003HAYEHBbI MTOKA3aTeau Z-scores - cpeaHeBo3pacTHele HopMaTuBbel BO3, kpacHbIM - Z-scores mnpu
MOCTYIUJIEHUU, CUHUM Z-scores Ha JOHE TUETOJIOTMYECKOTO JISUEHUS)
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Ha ¢one nuerorepanuu 4mucio AeTel ¢ OTPULATENBHBIMH HWHIEKCAMH Z-SCOTes
Macca Ttena/poct u MUMT/Bo3pact cHuzunock a0 25% u 31%, COOTBETCTBEHHO.
3HaueHnii Z-scores Hmxke -3 SD He oOTMeYeHO HU B Tpynmne JeTte ¢
KapJUOMHOINATUSIMH, HU B Tpynmne JeTed ¢ BPOXKICHHBIMU MOpPOKaMH Cepala.
[Tokazarenb Z-score pocT/Bo3pacT ObUT oTpuliaTeabHbiM (< -2SD) y 31% B I rpynme u y
7% Bo Il rpymnme, 4TO yKa3bIBAJIO HA COXPAHSIONIYIOCS 33aI€PKKY POCTAa.

Ha pucynkax 5.4.3. u 5.4.4. npencraBieHa JUHAMHMKa MOKa3zaTelel Z-scores
neteil crapuie 1 roga OTHOCUTENBHO JIAHHBIX NPU IEPBUYHOM OOCII€I0BAHHUU.

[Ipu noctynnenuu B KIUHUKY 17% nereit cmapuwie 1 2o0a ¢ KapAMOMUONIATUSIMHU
umenu Z-scores < -2SD (B T.u. 2% mnamuentoB < -3SD) mo mokaszartento macca
tena/Bozpact u 25% mnamueHtoB (B T.4. 4% OoapHBIX < -3SD) mo mokaszatento
NMT/Bo3pacr.

Ha ¢one npumeHeHus jaedeOHBIX TUET OTMEUYEHO CHIKEHHE YHUCIa OOJIBHBIX C
HU3KUMU ToKazaTensimu Z-scores: UMT/Bo3pact no 19%, npu stom 17% umenu Z-
score < -1SD, 4ro yka3plBajio Ha JIeTKyl0 cTeneHb octpor HII. YBenuuwnochs 4ucio
JeTeil ¢ oTpuIATENbHBIMUA 3HAUCHHUSIMU Z-scores Macca Tena/Bo3pacT < -1SD go 19%.
BaxxHo oTMeTHTB, 4TO y Ha0JI01aeMbIX OOJIbHBIX HE BBISIBJICHO 3HAUEHUH Z-scores <-
2SD, 4TO CBUIETENLCTBYET 00 aeKBAaTHOM (PU3NYECKOM Pa3BUTHUU IO KiaccU(UKAIIUU
BO3. Ilpu ouenke Z-scores poct/Bo3pacT (< -2SD) mnpu NOCTYIJIEHUU B KIMHUKY
3aJiepKKa pocta Obula ycTaHoBIIeHa y 4% nereit, Ha GoHe edeHus — y 2% O0JIbHBIX.

B rpynme pgereit ¢ BpOXIEHHBIMU MOpPOKaMHU cepAlla NpH TNEPBUYHOM
oOcne0BaHUM MOKa3aTenu Z-scores macca tena/Bo3pact <-2SD 6buin y 31% (U3 HUX
7% < -3SD) 6onbHBIX, HA QoHE jeueHus — y 28% nanueHToB. [1o mokazaremnto Z-scores
NMT/Bo3pact B Havasie uccnegoBanus 21% nereit umen 3Hauenust Z-scores <-1SD (u3
HUX y 7% otMeuanach ymepenHas crenenb HII), Ha ¢one neuenus - 24% nauueHTos,
Cpelld KOTOPBIX TONBKO Yy 2% OOJBHBIX JAMArHOCTHUpOBaHAa ymepeHHas cteneHb HII.
Tsoxenoit crenenu HIT He otmedyeno. Ha one nedyenus uncio aeteit no nokasarento Z-

scores poct/Bo3pact <-2SD ymenbiuiock ¢ 17% mo 7%.
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Pucynok 5.4.3.J][uHamMuKka aHTPONOMETPUUYECKUX TMOKazaTedaed y OOJbHBIX cTapiie | roaa ¢ KapAMOMHUONATHUSIMU (3€JEHBIM
[IBETOM O00O3HAYEHBI MOKAa3aTeN Z-SCores - CpeHEeBO3pacTHhie HoOpMaTuBbl BO3, KpacHbIM - Z-scores Mpu MOCTYIICHUH, CHHUM
- Z-scores Ha (hoHE TUETOTEpaIuu)
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Pucynok 5.4.4. Jlunamuka aHTpPONOMETPUYECKUX IMOKa3aTesied y OOoNbHBIX cTapiie 1 roga ¢ BpOKIEHHBIMH MOPOKAMH CEpJLa
(3es1eHBIM 11BETOM O00O3HAYEHbl MOKa3aTenu Z-scores - cpenHeBo3pacTHble HopMmatuBbl BO3, kpacHeIM - Z-scores Ipu
MOCTYIUUIEHUH, CUHUM - Z-scores Ha (hOHEe AUETOTEPAITIH )
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Pucynok 5.4.5. JluHamMuka aHTpONOMETPUUYECKHUX MOKa3aTeaell y OONIbHBIX C BPOXKJIEHHBIMU MOPOKAaMHU CEpJilia TOCIie onepanuu
110 MoHTEHY (3€EHBIM IIBETOM O0O3HAUEHBI MOKa3aTenu Z-scores - cpeaHeBo3pacTHbie HopMaTuBbl BO3, kpacHbIM - Z-scores
IPU MOCTYIUIEHUH, CHHUM - Z-scores Ha (JOHE IUeTOTepariun).
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Ha pucynke 5.4.5. npencraBieHa JUHAMHKa MOKa3arenen Z-scores AETER ¢
BPOKJIEHHBIMU TIOPOKaMH Ceplia, KOTOphIM ObuIa IMpoBeaeHa omnepaius no doHrteny,
OTHOCUTEJBHO JAaHHBIX IMPHU MEPBUYHOM OOCIEAOBaHMHM. B 3TOW rpymnmne nainueHToB
TaK)K€ OTMEUEHa HEKOTOpas MOJIOKUTEIbHAS JTUHAMHUKA B BUJIE YBEIMYEHHUS pocTa y |
pebenka. Ongnako, npu oueHke ctpykrypsl HII BbIpakeHHOW NHHAMHUKH OTMEYEHO HE
OBLIO B CBSI3H C TSKECTBIO OCHOBHOI'O 3200JIEBAHUS.

IIpoBeneH aHanu3 CTPYKTYphbl HEIOCTATOYHOCTH MUTAHUA y JIE€TEN B 3aBUCUMOCTHU
OT HO30JIOTHYECKOM opMbI 3a00sieBaHMs Ha (POHE TPOBOAMMOM TUeTOTepanuu (PUCYHOK

5.4.6.).
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80% -
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70% -

60% -
50% -

40% -
B IpU NOCTYIJICHUH

30% -

18% 21%
()

20% - ¥ Ha ¢oHe

10% AUETOTEepaANNHU

4 -

0% -

Pucynok 5.4.6. V3MeHeHHE CTPYKTYpbl HEIOCTATOYHOCTH THUTAaHHS y OOJBHBIX C

KapaAUuOMHUOIIAaTUAMHA Ha (I)OHG HpOBOIIHMOﬁ AUCTOTCPAIINH.
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[Ipu noctyminennu B KIMHUKY y 40 (46%) OONBHBIX C KApJUOMHONMATUSIMHU ObLia
BBISIBJICHA HEJIOCTATOYHOCTh MHUTaHus - octpasi ¢dopma HII ycranosnena y 38 (95%) u
xponuueckass HII y 2 (5%) nmereit. B crpykrype OHII npu mnoctrymienuun 19 (50%)
nanueHToB uMenu Jerkywo crenenp HIIL 11 (29%) — ymepennyro crenens u 8 (21%) —
Tsokenyto crenenb HII. Ha ¢done nmpoBoaumoro nedenus tsokenas HII ve BbIsBisuiach
(p<0,05), y 15% npereit HopMamu3oBajicsi HYTpUTUBHBIN ctaryc (p<0,05), y
nojAaBystoIIero oonpmuHCTBA aetei (71%) nmenach nerkas crenenb HIIL. Yucno gereii ¢
XPOHUYECKON HEJ0CTaTOUHOCTBIO MUTAHUS YMEHbBIIUIIOCH B 1,2 pa3a.

AHajoruyHasi moJIoKHUTeJIbHAsl ITMHAMUKA OTMEYEHA U Y OOJBHBIX C BPOXKJIEHHBIMU
MOpOKaMH cepAlla: Kynuponanachk Tspkenass octpass HIL, 3a cueT yero BO3pocio 4uciio
neteit ¢ nerkoi crenenbto HII ¢ 32 1o 63%. Yucno nmanueHToB ¢ XpoHu4yecko Gpopmoit
HIT causuocs B 2 pasa (¢ 34% no 17%). HenocratrouHocTh nuTaHus ObLIa yCTpaHEHA Y

34% namueHnToB (pucyHok 5.4.7).
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Pucynok 5.4.7. V3MeHeHHE CTPYKTYypbl HEIOCTATOYHOCTH THTAaHHUS y OOJBHBIX C

BPOXACHHBIMU ITIOPOKAMH CCPJIa Ha (I)OHG HpOBOI[I/IMOﬁ AUCTOTCPAIINU.
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B xone pabGoThl ObLIO MPOAHAIU3UPOBAHO M3MEHEHHE YacTOThl BCTPEUYAEMOCTHU
HEJIOCTATOYHOCTU MUTAHMS Yy HAOJIOAEMBIX MALMEHTOB B 3aBUCUMOCTH OT ()EHOTHUIIOB
KapJMOJIOTUYECKOr0 3a00JeBaHusd TMpU NEPBUYHOM O0OCIeIOBAaHMM U Ha (OoHe
MIPOBOAMMOM nueToTepanuu (Tabnumna 5.4.5).

VY cTaHOBIIEHO, YTO YMCIIO JETeH B Ipynne ¢ AwiataunoHHbIM penotunom KMII ¢
octpoit HII cokpatumnocs B 1,8 paza (c 83 mo 47%), ¢ xponudeckoii HIT - B 2,5 paza (c 17
10 6%) (p<0,05). Ynanock kynupoBath Tskenyto crenenb octpoid HIT y 6 (24%) nerei,
ay 14 (47%) nmauueHTOB HOpMAJIU30BaTh HYTPUTUBHBIA cTatyc (p<0,05). 3Hauumon
JUHAMUKH MOATPYIIAX C PECTPUKTUBHBIM U Turneprpoduueckum gpenorunamu KMII He
OTMEUEHO, B CBSI3U C PEHOTUITUYECKUMH OCOOCHHOCTAMHU 3a00JI€BaHUN.

Y O6onpubix ¢ BIIC ormedeno ymenbiienune (Ha 38%) umcia MaMEHTOB C
HEJIOCTAaTOYHOCThEO mnuTaHus. WM3menunace crpykrypa octpod HII: momHOCTBRO
KynupoBaHa Tsokenasi cteneHb HII, 3HauntensHo (B 3 pa3a) yMEHbIIWJIACh YMEpPEHHas
crenenb octpoit HII (p < 0,05); yacrota Bctpewaemoctu xponuueckoit HIT cokparunack
B 4,6 pa3za (Tabnuua 5.4.5).

[Ipu mpoBeneHUH KOPPEISIMOHHOTO aHAIN3a YCTAHOBJICHA IpsMasi CBSI3b MEXIY
TsokecThio TeueHuss XCH 1 HanuuueM XpOHUYECKOM HEeJOCTaTOYHOCTU MUTAHUS Y AeTel
¢ BIIC (r = 0,04, p = 0,01 ). KommuiekcHO€ JieueHHE C MCIOJb30BAHUEM JIUETOTEPANUU
no3Bommiio kynupoBaTh cumntombl XCH 2b cr. y 28 (18%) nereil, nmpu sTom

yBenmuunioch uncio aerei ¢ 1 cr. XCH Ha 19 (12%), ¢ 2A ct. —Ha 9 (6%) (p = 0,01).

5.5. lunamunka nokasareJieii 0eJJK0BOro ooMeHna Ha ¢gone

NPOBOXUMOMN AHETOTEPAIMH.

[Ipu ouenke nokaszateneil OEIKOBOro oOMeHa y JeTed ¢ KapJAHUOMHUOMNATHSIMHU U
BpPOKJIEHHBIMH IMOPOKAMH CepJla, He ocliokHEHHbIMU bTO, uepe3 6 mecsueB oT Havaa
JUETOTEPANIMM HE IIOJIyYEHO 3HAYMMBIX HW3MEHEHHM. YPOBHH BCEX H3Yy4aeMbIX

nokasarenei (o0t 6enok, anb0yMuH, mpeaibOyMuH, comaroMeuH-C, TpancpeppuH,
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Tabmuma 5.4.5.

/IMHAMHKA CTPYKTYPbI HEAOCTATOYHOCTH NMUTAHUA Yy AeTel

¢ 3a00/IeBaHUSAMH cepila HA (poHe AueToTepanuu

Kapanomuonarum, BposkaeHHble OPOKH cepaLa,
n =40 n=29
HenocraTtouHocTh JIKMII, PKMII, I'KMII, BIIC, BIIC nocJe
NUTAHUA n =30 (75%) n==6 (15%) n=4(10%) n =24 (83%) onepauuu
doHTEHA,
n=>5(17%)
1* 2%k 1 2 1 2 1 2 1 2
n (%) n (%) n (%) n (%) n (%) n (%) n (%) n (%) n (%) n (%)
OrcyTrcTBHE - 14 (35%) - 1(2,5%) - - - 9 (31%) 1 (4%)
npusnakos HIT
Ocmpas ¢popma HI1 30 (75%) 16 (40%) | 5(12,5%) | 5(12,5%) | 3(7,5%) | 3(7,5%) | 18 (62%) | 13 (45%) 1(3%) 1(3%)
Jlerkas 12 (40%) 10 (63%) 4 (80%) 4 (80%) | 3 (100%) | 3 (100%) | 6 (33%) 11 (85%) - 1 (100%)
YMepenHas 10 (33%) 6 (37%) 1 (20%) 1 (20%) - - 7 (39%) 2 (15%) | 1(100%) -
Tsoxenas 8 (27%) - - - - 5 (28%) - - -
Xponuueckasn popma - - 1(2,5%) - 102,5%) | 1(2,5%) 6 (21%) 2(7%) 4(14%) | 3 (10%)

HIl

1 - mpu nocrymiieHuy; 2 - B JMHAMHUKE

p < 0,05 - nocroBepHOCTh paznuuunii BHyTpH noarpymms! JKMII ¢ octpoii ¢popmoii HIT;
p < 0,05 - nocroBepHoCcTh paznuuunii BHyTpH noarpynims! BIIC ¢ octpoii dopmoii HIT
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C-peakTuBHBIN 0€JIOK) COXpaHsUIUCh B TMpeAenax pepepeHCHbIX 3HAYCHUM
(Tabmuma 5.5.1.).

VY nereil ¢ HEOCTaTOYHOCTHIO MUTaHUs, pa3BuBIIeiics y OonbHbIX ¢ BIIC mocre
onepauun DoHTEHa, OCIOKHEHHON O€JoK-TepsAolle »HTeponaTtued, Ha ¢GoHe
HCIIOJIb30BaHUSl BBICOKOOETKOBOM HHM3KOXKMUPOBOW OECCONIeBOM JIHMETHl  yAaJIoCh
N00UThCS YIy4dlleHUsl MoKa3areseil 6enkoBoro oomena. Tak, KOHIIEHTpalus OOLIEro
Oenka M albOyMHHa B CHIBOPOTKE KPOBH JOCTOBEPHO MOBBICHIACH ¢ 32 10 74 T/n U C
14 no 37 r/n coorBercTBeHHO (p < 0,05), Tabnuma 5.5.2.

Takum o06pa3oMm, y TMaUMEHTOB C KapJUOMHONATUAMH U BPOKICHHBIMU
MIOPOKaMU CEPJILAa CBOEBPEMEHHAs aIcKBaTHAS! KOPPEKIUS HEAOCTATOUHOCTH TUTAHUS
c HCIIOJIb30BaHUEM ne4eOHbIX BKJIFOYAIOIIAX

AUCT, COBPCMCHHBIC

CIICIIUATTN3UPOBAHHBIC BBICOKOOEJIKOBBIE BBICOKOKaHOpHﬁHble IMPOOYKTBI

OHTCPAJIbHOI'O IMUTAHUA, O6OI‘&H.I€HHBI€ BUTaMUHAMHU U MHUHCPAJIbHBIMU BCUICCTBAMU

ITIO3BOJIACT JIO6I/ITBC$I 3HAYMMOM MOJIOKUTEIBHOM JUHAMHUKHU HOKaSaTeJIeﬁ,

XapakTepu3ymomux ¢Gu3Hueckoe pa3BUTHE, B TOM 4YHCIE€ W HOpMalU3aluu
HYTPUTUBHOI'O CTaryca, a TaKXKe YIYy4YlIeHUs OOLIEro COCTOSHUS peOeHKa, ero
CaMOYyBCTBHUS, YIYUIICHUsS TPOUKH U Typropa TKaHeH.
Tabnuua 5.5.2.
/{uHamMuKa noka3areJieid 0eJJkoBoro oomMena y 60oabnbix ¢ BIIC nociie onepanun

dDouTeHa HA GoHe TUeToTepanuu

IToka3arenu
[arueHTsI O. Oenok, r/n Ped. AnbOyMuH, /1 Ped.
10 ‘ IOCJIe 3HAYCHUS 710 ‘ OCJIe 3HAYCHUS

[TanimenTsl ¢ Oenok-Tepsronieit 3HTeponatuer (n=5)
| 32 38 60-80 17 20 32-45
2 38 69 60-80 17 37 32-45
3 55 74 60-80 31 46 32-45
4 35 41 60-80 14 17 32-45
5 33 38 60-80 14 18 32-45

ITanimenTr! 0€3 O6enok-Tepsroniel suTeponatuu (n = 3)
6 70 70 60-80 40 40 32-45
7 67 69 60-80 40 41 32-45
8 73 69 60-80 47 46 32-45




Tabmuua 5.5.1.
IHoka3aTesn 0eJ1KOBOro 00MeHa y AeTe ¢ KAapAMOMHMONATHSAMH U BPOKICHHBIMHU NIOPOKAMH cepALa
Ha ¢oHe TueToTepanuu.

Kapmnomuonaruu, BpoxnenHsie nopoku cepaua,
IToxa3arens n=83 n=>59
JIKMII, n =53 PKMIIL, n=7 I'KMII, n =23 6e3 BTD, n= 54 CBbTO,n=5
n % n % n % n % n %
HOpMa 53 100 7 100 22 96 54 100 3 60
OO1muit OeJoK, CHIDKEHO - - - - - - - - 2 40
r/n
HOBBIIIEHO - - - - 1 4 - - - -
HOpMa 53 100 7 100 23 100 51 94 4 80
Anbp0OymMuH,
r/n CHHKEHO - - - - - - 2 4 1 20
HOBBIIIEHO - - - - - - 1 2 - -
HOpMa 53 100 7 100 23 100 53 98 5 100
[IpeansOymuH, Mr/a CHIDKEHO - - - - - - 1 2 - -
IIOBBIIIEHO - - - - - - - - - -
HOpMa 47 88 7 100 21 92 50 93 - -
Comatomenuu-C,
HI/MJT CHIDKEHO 4 8 - - 1 4 - - - -
MHOBBIIIEHO 2 4 - - 1 4 4 7 - -
HOpMa 52 98 7 100 21 91 53 98 5 100
Tpancdeppun, mr/mn
CHIDKEHO - - - - - - - - - -
MHOBBIIIEHO 1 2 - - 2 9 1 2 - -
HOpMa 53 100 7 100 23 100 54 100 5 100
C-PB,
M/ CHIKECHO - - - - - - - - - -
IIOBBIIIIEHO




I'masa 6. OBCYKIEHUE PE3YJ/IBTATOB UCCJIIEJOBAHUA

[IporHocTryeck BaXKHBIM (DaKTOPOM  YCHEIIHOIO JieYeHHs] OOJIbHBIX C
XPOHUYECKON CepleYyHON HEeA0CTaTOYHOCThIO sBIseTcs A(DPEeKTUBHAS KOPPEKIIUS
HEJIOCTAaTOYHOCTH NUTaHusA, Tak kKak y mnaumeHToB ¢ XCH ona wacto ocraercs
HE3aMEUECHHOM 10 pa3BUTHUS BBIPAXEHHBIX HApPYLIEHUH HyTpUTUBHOro crtartyca. [lpum
9TOM paHHSS JUArHoCTUKa, mnartoreHetuueckoe JseueHne XCH wu  koppekius
COITYTCTBYIOIIEH HEIOCTATOYHOCTH MUTAHUSI MOTYT 3HAYUTENILHO MOBIUATH HA TEUCHUE
Y TIPOTHO3 3a00JIeBAHMS.

B cBs3M Cc aKkTyanbHOCTHIO JaHHOW MpoOJSeMbl HaMH BIEpBbIE Yy JAeTell ¢
KapJMOMHOIATUSIMHU U BPOXKIACHHBIMU MOpPOKaMu cepaua, ocnoxHeHHbMH XCH, Oblna
MpPOBE/IEHa KOMIUIEKCHAsl OLIEHKa HYTPUTUBHOIO CTaTyca, BKJIIOYABIIAs aHaIU3
AHTPONOMETPUYECKUX HMHACKCOB, OMOXMMHYECKUX TOKazarened u (HaKTHYECKOTO
MTUTAHUS.

O6cnenoano 153 pebenka B Bozpacte oT 1 Mmecsna A0 16 JeT ¢ XpoHUYECKOH
cepAeUYHON HemocTtaToyHOCThi0: 87 (56,8%) marmenTtoB ¢ kapauomuonatusmMu (I
rpynna) u 66 (43,2%) 601bHBIX ¢ BpOKIeHHbIMU NTopokamu cepaua (II rpynna).

Cpenu namuentoB ¢ KMII nunatanuonssiit ¢peHoTUN ycTaHoBieH y 54 (62%)
MAlUEHTOB, PECTPUKTUBHBIN ¢eHoTun - y 9 (10%) OonbHbIX, TUNIEpTpOPUUECKUil - y 24
(28%) nereii.

B rpynny gereii ¢ BIIC Obutn BruttoueHbl 58 (88%) OOMBHBIX C pa3IUYHBIMU
dbopMamMu BpOXKIEHHBIX MOPOKOB cepla Kak B J0-, TaK W MOCJIEONepaluOHHOM
nepuojax (CpoKu IMocie ONepaTUBHOTO JEUYEHHs KOJIeOaauch OT 3 MecAleB 10 S5 JIeT).
YacTo BCTpeyanuch TakKue BPOXKICHHBIE TOPOKU CEep/lla, KAaK aHOMAJIbHOE OTXOKIECHUE
neBoi kopoHapHoi aptepu (19,8%), koapkramus aoptsl (15,2%), equHBIN Keayaouek
(15,2%), memocratouHocth MutpanbHoro kimamana (10,7%). B otnensHyto rpynmy
BoizieieHbl 8 (12%) nereit ¢ BIIC mocne onepamuu no merony donteHa, y 5 u3
KOTOpPBhIX B OTAAQJICHHOM IOCJEONEPAlMOHHOM MEpPUOJIE pa3BUIIACh OEJOK-Tepsromas

OHTCPOIIaTHA.
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Baxuno ormeruts, uro 30 (45%) OonpHbix Il rpynmsl ObulM HampaBieHbl B
kapauosiornueckoe otaenenne OI'AY «HI3/» Munszapaa Poccun ¢ nuarso3zom
«IuiaTalMoOHHass — Kapauomuomnatusi»y. OpHako B mpolecce  KOMIUIEKCHOTO
oOcneoBaHMusl ATUM TNAalMEHTaM JUarHo3 ObUl M3MEHEH Ha «BPOXKIECHHBIH IMOPOK
ceplilia» U Mocie CTa0MIN3aluU UX COCTOSHUS HAa (pOHE MEIMKaMEHTO3HOU Tepanuu u
HYTPUTUBHOM TMOJACPKKH OOJbHBIE NEPEBOJMUIUCH B  KapAHUOXUPYPrHUECKUI
CTallMOHAp JUIsl ONEpaTUBHOrO JjedeHus. OTHOCUTENbHO OOJbIIas Tpymna MalueHTOB
(n=36, 55%) nHaxoawiachk Ha 0OCJICTIOBAHUY U JICYCHUH TTOCTIE TPOBEICHHON KOPPEKITUU
BPOXXICHHOIO IIOPOKA CepAlla B CBA3M C pPa3BUBLICHCS XPOHUYECKOU CEPACYHOMU
HEJI0OCTAaTOYHOCTBIO Yepe3 pa3inyHble CPOKU IMOCIIE ONEPaTUBHOIO BMEIIATeNbCTBA (OT
3 mecsIeB 10 5 ner).

AHanu3 TeHJIepHOr0 COOTHOIIEHHUS MOKa3all, YTO CpeAr OOJIbHBIX Mpeobiaganu
neBouku — 83 (54,2%), manbuukoB Obuto 70 (45,8%). bonbmuHcTBO Aetet (n = 128,
84%) ObLIM rocUTaNU3UPOBaHbI Briepsblie, 25 (16%) — moBTOpHO.

N3 obmero uucna Habmonaembix nereit 48 (31%) marueHToB OBLIM B BO3pacTe
1o 1 roxa, u3 kotopsix 31 pedenok ¢ JIKMII, 2 maruenta ¢ 'KMIT u 15 nereii ¢ BIIC.

[Ipy nocTymieHHMM B KIMHUKY OCHOBHBIMH kanobamu mnanueHToB ¢ XCH
ABJISUIMCh: TIOBBIIICHHAs YTOMJIIEMOCTh, CHIJKEHHE aKTUBHOCTH, OJIbIIIKA MpHU
MUHUMAJIBHBIX HAarpy3kax, B TOM YHCJIE€ BO BpeMs TMpueMa THIIH, JITUTCIbHBIC
NepephiBEl  BO BpeMs KOPMIIGHUS Y TPYIOHBIX JeTed, CHIDKEHHBIA —AallleTuT,
3HAUUTENbHAs 3a/IepKKa (PU3UIECKOTO pa3BUTHSL.

O6miee cocrosaue OonbiuHCTBA (n = 100, 65%) 00IBHBIX OBLIO PACIIEHEHO KaK
CpeaHe-TsHKENoe, TKeNoe - ycTaHoBiIeHO y 34 (22%) marueHnTtoB, Toiabko 19 (13%)
JeTeil HaXOAWIUCH B YIOBJIETBOPUTEIHLHOM COCTOSTHUU.

[Ipu xknuHKUYeckoM ocMoTpe y OonbiinHcTBa nanueHToB ¢ KMIT (87%) u BIIC
(74%) otmeuascs nepuopaibHbIi U NEpUOPOUTAIBHBIN IMaHO03. [Jedopmarus rpynHoi
KJIETKU IO TUILY CepJieyHOro ropba BeisiBieHa y 57% u 62% nanueHToB, paciiupeHue
IPaHUL] OTHOCUTENIBHOM TymocTH cepAaua - y 82% OOJNBHBIX M TNOAABISIOIIETO

oonpmuHcTBa (92%) nereit (coorBercTBeHHO Tpu KMII u BIIC). Ilatomoruueckue
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Cep/JCYHbIC IIIyMbl BBICIYIIMBAJIUCh y BCEX IMAIMEHTOB, TaXWUKapAUs M TaXUITHOD
orMedasuch y 28% u 'y 31% OOJBbHBIX C KapAUOMHUOTATUSIMHU COOTBETCTBEHHO.

Y 5 nanumentroB ¢ BIIC mnocne onepaunn POHTEHA NOMHUMO XPOHUYECKOU
CEplIEYHOM  HEJOCTATOYHOCTH  JMArHOCTUpOBaHAa  BTOpUYHAs  OeNOK-Tepsromias
AHTEPONATHUs, KOTOpask MPOSABIIIIACH YACThIM KUAKAM CTyJIoM oT 5 10 10 pa3 B cyTKu.
Bpems nosBienus KInHU4YecKuX npuzHakoB bTO BapeupoBano ot 6 mecsues 1o 6 jer
1oCJIe ONEPATUBHOTO JICYEHUSI.

B cooTBeTcTBUM € 3ajauaMu UCCJEIOBaHMS y BCEX JETel uepe3 6 MecsleB OT
HayaJia MPOBEICHUS TUETOTEPANNH ObUIH OLIEHEHbBI AHTPOTIOMETPUYECKUE UHIEKCHI.

AHanu3 pe3ynbTaToB UCCIAEAOBAaHUS MOKa3all, YTO MPHU MOCTYIUICHUH B KIMHUKY
n3 48 mammeHToB 1 roma xxu3Hu y 37 (77%) nuarHoctTupoBaHa HEAOCTATOYHOCTH
nutanus. OcTpasi HeJJOCTATOYHOCTh NMUTaHUs Obla BhisiBIEHA Y 26 (70%) OONMBHBIX C
KMII, u3 vux y 9 (35%) nuarnoctupoBana Jjerkas crenesb, y 10 (38%) - ymepennas
cTeneHb, y 7 (27%) — Tsxkenast CTeNeHb.

VY GONBHBIX C BPOKJIECHHBIMU MOPOKAaMHU cepila Takxke ycraHoBieHa octpas HII
(n = 11, 30%), ipu 3TOM Jerkas cTeneHb orMeueHa y 1 pebenka (9%), ymepeHHas
creneHb — y 6 (55%) u Tskenas crenedb — y 4 (36%) nerei.

XpoHHYECKasi HEJOCTATOYHOCTh MUTAaHUA HA TMEpPBOM TOAY JKU3HU HE
BBISIBIISIIaCh, OAHAaKO, y 3 (27%) manumentoB ¢ BIIC (Z-score poct/Bo3pacT ObLT B
nuarnaszone ot -2,32 mo -4,38) u y 4 (15%) nereit ¢ KMII (Z-score poct/Bo3pact
Kosebasncs B nuana3one ot -2,06 1o -5,1) oTMeueHa TeHACHIUS K 3a/IepHKKE POCTa.

N3 105 pereii ctapuie 1 roga HEAOCTATOYHOCTh MUTAHUS AUATHOCTUPOBaHa y 32
(30%) nereit: 14 (44%) GonbHBIX ¢ Kapauomuonatusimu U 18 (56%) ¢ BpokaeHHBIMU
MOPOKaMHU cepalia.

B rpynne KMII octpas HemocTaTtoyHOCTh NUTaHUs oTMedeHa y 12 (85%)
MalMueHToB, u3 HUX Jierkas creneHb y 10 (83%), ymepennas crenenb — y 1 (8%),
Tsokenas creneHb — y 1 (8%), xponudeckas popma HIT—y 2 (14%) G0nbHBIX.

Y4uuThiBas, YTO TSXKECTh COCTOSHHUS M HCXOJ 3a0oyeBaHUs Yy JeTell ¢
KapJMOMHOINATUSIMU OOYCJIOBIIEHBl OCOOCHHOCTSMH T€MOJMHAMUKH OIPEIEeIECHHOTO

(dbeHoTHUIa, MPOBEJIEHA OIlEHKa HYTPUTUBHOTO cTaTyca ¢ yueTtom ¢enotuna KMII. Tak,
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u3 54 nereit ¢ nunarannoHHsM penotunom KMII octpasi HegOCTaTOUHOCTh MUTAHUS
BoisiBiicHa y 30 (56%) OonbHBIX, U3 HUX - Jerkas cteneHb y 12 (40%), ymepeHHas
creniedb y 10 (33%), Tsxenas crenenb y 8 (27%). Xpouuueckas popma HII B mannoi
noJrpyInrme OOJbHBIX HE OTMEYCHA.

B moarpymnme mamueHTOB ¢ pecTpukTHBHBIM (enotunom KMII (n=9)
HEJI0OCTaTOYHOCTh MUTAHUS JIMarHOCTHpOBaHa y 6 (67%) nerel, u3 HUX octpas Gopma
yctaHoBieHa y 5 (83%), xponuueckas — 1 (17%) mamuenta. Ilpu olieHke cTeneHH
Tsokectr octpod HII nerkas cremenb ycranoBiieHa y 4 (80%) OOJBHBIX, yMepeHHasI
crenedb —y 1 (20%) pebenka. Xponuueckas popma HIT otmeuena y 1 (11%).

N3 24 manmentoB c¢ rumnepTpoduuecknm (enotunmom KMII nerkas cremneHb
OCTpPOM HEAOCTAaTOYHOCTU MHUTAaHUS BbisiBieHa Y 4 (17%) nereil. Xponuueckas dopma
HIT nuarnoctupoBana y 1 (4%) peGeHka.

B rpynne ¢ BIIC (n = 58) octpas popMa HE1OCTATOUHOCTH MUTAHUS BBISIBICHA Y
18 (31%) nmeteil, cpeau KOTOPBIX C JIETKOWM cTeneHbto Obuio 6 (33%) manueHToB, ¢
ymepeHHo# ctenenbio — 7 (39%), ¢ Tsokenoi crenensio - 5 (28%). Xponuueckas popma
HIT ormeuena y 6 (10%) G0JIbHBIX.

[Tpu onenke ¢usmueckoro pasputus aeteit ¢ BIIC mocne onepanuu mo MeTomy
®ontena (n = &) HII guarnoctupoBana y 5 (62,5%) mnamueHTOB, OHA HOCHIIA
xpoHuueckuit xapaktep y 4 (80%) 60ybHBIX (Z-score pocT/BO3pacT B IUamna3zoHe OT -
2,24 no -4,11), octpas HII ymepennoii crenenu BoisiBneHa y 1 (20%) pedenka.

Taxkum 006pa3zoM, HEAOCTATOUYHOCTh MUTAHMS ObLIa AHAarHOCTUpOBaHa y 69 (45%)
oOcne0BaHHBIX NalMeHToB, W3 Hux: octpas ¢opma HII y 38 (55%) nereit ¢
KapauomuonatusiMu U y 19 (28%) mauMeHToB ¢ BPOKIEHHBIMH MOPOKaMHU CEpALa,
xponuueckas popma -y 2 (3%) u'y 10 (14%) nereit COOTBETCTBEHHO.

BaxHo oTmeTuTh, urto y 60mpHBIX ¢ KMII HapylieHus HyTPUTHBHOTO CTaTyca
HOCHJIM TIPEUMYIIECTBEHHO OCTPHIA XapakTtep, a y OombHbIX ¢ BIIC — xpoHUYecKuii.
3anepxka pocta y aereit ¢ BIIC u Ttenaenuus k e€ dopmuposanuto y aereit ¢ KMII
OoTMeYaJlach YK€ Ha TIEpBOM TOAYy JKM3HU. Tspkenas creneHb octpoit HII Obuia
XapakTepHa I TAalMEeHTOB IEPBOTO ToJa XKM3HU C JIWIATAIIMOHHBIM (PEHOTHUIIOM

KapaAUOMHUOIIATHUH U C BPOXKICHHBIMHU IMOPOKaMHU CCpAlla 10 XUPYPTUICCKOI'O JICUHCHUA,
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xponuueckasi ¢popma HII ormeuanace y 6onpHbix ¢ BIIC mocne onepanuu ®oHTeHa.
[lony4yeHHble pe3ynbTaThl COTJACYIOTCA C JAHHBIMM MHPOBOM CTaTUCTHUKH O
HEJIOCTAaTOYHOCTU MUTAHUSA Yy JeTeH, B COOTBETCTBUU C KOTOPHIMHU JUIsl MAIUEHTOB C
BPOXJCHHBIMU MTIOPOKAMU CEp/illa XapaKTepHa CTOMKas 3ajepskka pocta [50, 98, 109].

[Ipu ananu3e nokazartenei, XapakTEPU3YIOIUX OENIKOBBIM 0OMeH (001l OeNoK,
anbOyMUH, npeajbOyMuH, comaromenuH-C, C-peakTuBHBIN 0elloK,
MHCYJIMHONOAOOHBIM  akrop pocta 1)  BbIpaKeHHbIE  HApPYIICHUS  OBLIU
JIUarHOCTUPOBaHbI TOJIbKO Y 00nbHbIX ¢ BIIC nocne onepanuu @oHTEeHA, OCIOKHEHHON
OeJIOK-TEpPSIIOLIEH APHTEpOINaTUEl, B BUAEC CHUKEHHUS KOHLIEHTpalui obiiero Oenka u
anbOymMuHa (10 MHUHUMAJIbHBIX 3HadeHUM 32 r/m u 14 1/1 COOTBETCTBEHHO) Yy 5
nanueHToB U npeanboymuna 10 119,38 mr/n y 1 6oapHOr0. ¥V OCTanbHBIX MALIMEHTOB C
XCH yka3zaHHble TOKa3zaTelu HaXOAWIHMCh B Mpenenax pedepeHCHbIX 3HAUCHUM, B
eAMHUYHBIX ciaydasx (1mo 1-3% OoJbHBIX) OTMEUYEHO KaK HE3HAYMTENIbHOE CHUKEHUE,
TaK U MOBBIIICHUE KOHIIEHTPALUNA U3y4yaeMbIX OEIKOB.

Takum o0Opazom, y AeTell ¢ KapAMOMHMOINATUAMH M BPOXIACHHBIMH MOPOKAMU
cepilla, u3y4yaemMble OMOXMMHMYECKHE TOKa3aTeau He  OTpaXaroT  TIKECTh
HEJOCTATOYHOCTU TMHUTAHUS W HE MOTYT CIYXHTh MapKkepaMu JJsi OLEHKHU
HYTPUTUBHOI'O CTaTryca, YTO COIJIACYyeTcs C JaHHBIMU paHee MPOBEACHHBIX
UCCJIEIOBAHUM O TOM, YTO H3MEHEHHE B CBHIBOPOTKE KpPOBM KOHLEHTpPALMU TaKHX
OelIKoB, Kak albOyMHH, NpeanbOyMHH, TpaHC)EeppuH, XapaKTepu3yeT HaJudue
BOCIHAJIUTEIBHOIO MPOLECCA, HO HE OTPAXKAET TSHKECTU HEAOCTATOYHOCTU MUTaHUA |88,
98].

Uckmrouenue coctapisior nanueHtel ¢ BIIC mocne omepamuu mno meromy
@doHTeHa, TaK KaK Ha OCHOBAaHUM YpOBHA OOUIEro 0enka U anbOyMHHA y 3TUX OOJbHBIX
JTUArHOCTUPYETCs OeOK-Tepsrollasl SHTepOnaTHsi, ONpPEAeNsIeTcs] TSHKECTh COCTOSHUS,
(dbopMa HEeTOCTATOYHOCTH MUTAHUS U KOHTPOIHUPYETCs 3P(HEKTUBHOCTH €€ JIeUEHUSI.

[Ipu ananuze (HAKTUYECKOTO MHUTAHUA C UCHOJB30BAHUEM KOMIIBIOTEPHOU
nporpammbl «1C IlurtaHue» y BceX MAlUEHTOB ObUIM BBISIBIIEHBI KaueCTBEHHBIE U

KOJIMYCCTBCHHBIC HAPYIICHUA COCTABA pAallMOHA, UYTO IIPUBOAUIIO K JIC(l)I/II_II/ITy OCHOBHBIX
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MUIIEBBIX BEMECTB (OENKOB, JXHPOB M YIJICBOJIOB), JSHEPTrUH, BHUTAMUHOB W
MUHEPATHHBIX BEIIECTB.

AHanu3 copepKaHus MaKpO- U MUKPOHYTPHUEHTOB B pallMOHaX MHUTaHUsS ACTEH
MEPBOTO T'oJ1a JKU3HU MOKa3all 3HAUNTEIPHOE CHUKCHHE YPOBHS OCHOBHBIX HYTPHUEHTOB
Y DHEPTHH, a TAK)KE OTIEIHHBIX BATAMUHOB U MUHEPAJIHHBIX BEIIECTB.

OTKJIOHEHUSI B XUMHUYECKOM COCTaBE CYTOYHBIX pAllMOHOB OT HOPM
bu3HoIOTHYECKUX TOTPEOHOCTEH OB XapaKTePHBI sl I€TeH TPYAHOTO BO3pacTa Kak
¢ KMII, tak u ¢ BIIC. ¥ 6onbnbix ¢ KMII nedurut cyrounoro norpebieHus Oenka
coctaBun 35% (M=o 1,7+0,7 rv/kr/cytku), xupa - 28% (Mzoc 3,9+1,3 r/cyTkm),
yraeBoJioB - 29% (M+c 8,9+2,3 r/Kr/cyTKH), SHepreTHYecKas IIEHHOCTh palloHa Obliia
cHmkeHa Ha 35% (M=o 79,5+22,8 kkan/kr/cytku) o cpaHeHuto ¢ HOII. V nanuenton
¢ BIIC nedunur 6enka 661 15% (M=o 2,1+0,7 r/kr/cyTkn), xupa - 29% (M=o 4,0+0,8
r/cyTku), yraeBoaoB - 25% (Mzo 8,6+1,3 r/Kr/cyTku), 3HepreTuyeckas LIEHHOCTh
pammona Hixe HOII na 30% (M+c 86,2+11,1 kkan/Kr/cyTkn).

B nutanum perel ctapme | roga Takke OTMEUEHO 3HAYUTEIHHOE CHUKCHHE
YPOBHSI OCHOBHBIX NHINEBHIX BEIIECTB, SHEPTHUH U MUKPOHYTPUEHTOB. Tak, AehUIUT
oenka y nereri ¢ KMII cocraun 31%, sxupa - 27%, yrieBonos - 48%, sHepreTHIeCKOM
neHHoctu - 39%. YV nereit ¢ BIIC nedurura Oenka BbISIBIEHO HE OBLIO, HEOCTATOK
xupa coctaBui - 20%, yrieBosioB - 33%, sHepreTuyeckasi IEHHOCTh OblIa CHI)KEHA Ha
19% ot HOII.

[lpu aHanmM3e MHUKPOHYTPUEHTHOTO COCTaBa pPAIOHOB Y BCEX IMAIMEHTOB C
HEJOCTAaTOYHOCTHIO MUTAHUS 0OpaIiai Ha ce0sl BHUMaHUE AEPUIHT )KUPOPACTBOPUMBIX
ButaMuHOB - D (41-90%), E (12%) u A (13-38%) 1 MUKPO3JIEMEHTOB - Kajblus (25-
50%), maruaus (19-62%), xxenesa (15-46%).

[Tpu o6ocHOBaHMM M Ha3HAUYECHUU AUETOTEPANTUU OOJIBHBIM C KapAHOMHUONATUSIMU
U BpPOXICHHBIMH TOPOKAMHU CEpAINA, OCIOKHEHHBIMA XPOHHUYECKOW CepaedHOM
HEJOCTATOYHOCTHIO YUUTHIBAIM BO3PACT peOeHKa, ero olIee COCTOSHUE, MOKa3aTelH
buznyeckoro pasBuTHi, (GOpMYy U CTENEHb THKECTH HEIOCTATOYHOCTH THTAHUS,
WU3MCHEHUS OMOXMMHUYECKUX ToKa3aTeel; COCTaBbI COBpPEMEHHBIX

CIICIHMUATINU3UPOBAHHBIX IIPOAYKTOB OJIA SHTCPAJIBbHOT'O ITIMTAHHA.



151

B nwuranum 20 (42%) mamueHToOB MEpPBOr0 roja >KU3HW YaCTUYHO COXPaHsIN
IPyHOE MOJIOKO, & KOPPEKIIUIO BBISBICHHBIX J1I€(PUIIMTOB OCHOBHBIX MUILEBBIX BEIIECTB
M DHEpPruM TMNPOBOAWIM 32 CYET BKIIOUYEHHS B PAlUMOH BBICOKOKAJIOPUHHOMN
BBICOKOOETIKOBOM, O0OTalIeHHOM MUKPOHYTPUEHTaMH CMECHU I JHTEpPajIbHOTO
nutanust «Hdarpunny»; y O0JIbHBIX Ha UCKYCCTBEHHOM BCKapMiuBaHuM (n=28, 58%)
JaHHBIA MPOIYKT CIY>KUJ OA30BBIM MMUTAHUEM.

Hetsim crapmie 4-X MecsilleB K TPYyIHOMY MOJIOKY WIH JedeOHOl cMmecH
Ha3HAyYajJu TMPOJAYKThl MpUKOpMa (Kalld TMPOMBIIUIEHHOTO BBINYCKa, OBOIIHOE,
(bpyKTOBOE, MACHOE IMIOpPE, TBOPOT, PACTUTEIHHOE U CIMBOYHOE MacJa).

Jist kaxxaoro pebeHKa rpyJHOTO BO3pacTa HEOOXOoAuMMble O0ObEM MHUTAHUS U
KPaTHOCTh ~ KOPMJIGHMH  pacCUMTHIBAJM  WHAUBUAYAIBHO C  YYE€TOM  HOPM
¢bu3nonornyeckux MnorpedHocTei B O€NKe, PHEPrUM U BBIHYKJIEHHOI'O OTrpaHUYEeHUS
CYTOYHOI'O KOJIMYECTBA HKUIKOCTH.

Cpennuii cyTouHbIi 00BEM MULIU Y AETEH NEPBOro MOIYTOAUs )KU3HU COCTABIISLI
300-400 mu1, Broporo monyrogusi - 500-600 ma. O6beM KUIKOCTH, KOTOPBIA JOJKEH
MOJIYYUTh MAIMEHT C MPOJYKTaMU MPUKOpPMa OIpeaesisyiu u3 pacuera 1/2-2/3 ot Beca
NpOJyKTa Uin OJroja nmpukopMma. B CBS3M C MOBBIIEHHBIMU MOTPEOHOCTSIMU JETEH C
XPOHUYECKON CepeyHOW HEIOCTAaTOYHOCThIO B SHEPrHM, Ha3HAUCHHE MHUTAHUS
NpoBOIWIM U3 pacueTra He meHee 120-140 kkan/kr macchl Tena B CYTKH, Oenka 2,5-4
/KT Macchl Tejia B CyTKH.

[Ipumenenue pa3pabOTaHHBIX JUET OOJBHBIM MEPBOrO TOJa JKU3HU C
KapJMOMHOIATUSIMH TO3BOJIUIO YMEHbIIUTh OTKIOHEeHHs oT H®II B conmepkanuu B
panrone Oenka Ha 28%, xupa — Ha 22%, yrieBojioB — Ha 14%, a Tak)Ke MOBBICHUTH
DHEPreTUYECKYI0 ILIEHHOCTh CYTOYHOro mnuTaHuss Ha 22%. VY DauuMeHToB C
BPOKJIEHHBIMU TOPOKaMHU CepJilla ATOr0 K€ BO3pacTa KaJOPUHHOCTH palroHa
yBenuuuiack Ha 21%, ymenbmmnuchk oTkjaoHenus o HOII B conepkanuu Oenka Ha
21%, xupa Ha 19%, yrneBogoB Ha 21%.

VYCTaHOBJIEHO MOBBIINICHUE COJEPKaHHUs BUTAMUHOB B juere. Tak, aeduuur
ButamuHa D causwmics y nereit ¢ KMII Ha 31%, a y nereit ¢ BIIC na 57%. OtmeueHo

BenueHue conepxanus sButamuua E Ha 56%, Butamuna A Ha 85%., xanbiug Ha 36%
5 M 5
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marausg Ha 40%, xeneza Ha 20% B I rpymnme, a Bo Il rpynme — yBenu4wioch
coaepxkanue ButamuHa E Ha 20%, Butamuua A Ha 72%, kanbuus Ha 29%, mMarausa Ha
47%, xene3a Ha 21%.

JuHamuka  mokaszaTtenel  Z-scores JeTeid  MEpBOro  Troja KU3HU C
KapJUOMHONATUSIMU  yKa3blBaJla Ha YMEHbBIIEHHE 4YHClIa JeTell ¢  pe3Ko
OTpULIATEIBHBIMHM [OKA3aTesIMU Ha (OHE KOPPEKUMHM MUTAaHUS. Tak, 3HAYCHUS
BennuuH Z-scores (oT -3 SD no -1SD) macca tena/poct u UMT/Bo3pacT oTMeuanuch
yxke y 25% u 37% mnanueHToB COOTBETCTBEHHO, YTO ObUIO B 2 pasza pexe, YeM IpHu
MIEPBUYHOM OOCJIEOBaHUMU.

B rpynnme c¢ BIIC Takke B 2 pa3a yMEHBIIWIOCH YHCIO MAalUEHTOB CO
3HaueHussMH Z-scores (0T -3 SD no -1SD) macca tena/poct u UMT/Bo3pact 1o 32% u 'y
31% cootBercTBeHHO. [lokazaTens Z-score poct/Bo3pacT (oT -2SD) 6su1 y 23% B 1
rpynne mnanueHtoB Wy 31% Bo Il rpynme OonbHBIX, YTO yKa3blBajJo Ha
COXPAHSIOLIYIOCS 3a/IEPHKKY pPOCTa.

[Narmentam ctapiie 1 roga ¢ XpoHUYECKON cepAeYHON HEAOCTaTOYHOCThIO 0e3
BBISIBJICHHOW HYTPUTHUBHOM HemoctaTodHocTH (n=70, 72%) B KauecTBe AUETOTEpaAIlluU
OpPUMEHSUIM  MOAMGPUUIMPOBAaHHYI0 HamH JedeOHyro nuery NoS (Bapuant 1), ¢
OTpaHUYECHHUEM JKUJAKOCTH M Jo00aBileHHOM comu 1o 1 r/cyr, (du3mosoruuecku
MOJIHOLEHHYIO IO COAEP>KaHWI0O OCHOBHBIX HYTPUEHTOB M DHEPrUH, C HCKIIOYECHHUEM
CWIbHBIX  pa3paxKxuTesiel  MUIIEBAPUTEIBHOM  CEKpeuuH U  CTUMYJISITOPOB
’KEJTUEBBIICIICHUS, C MOBBIIICHHBIM COJIEPKAHUEM JTUIOTPOITHBIX BEIIECTB.

Jlns GonbHBIX B Bo3pacTe oT 1 roga mo 10 jmeT o0beM >KHAKOCTH B palliOHE
coctanisil 10 700 mur/cyTku, s nanueHToB crapuie 10 et - 1o 800-1000 mutr/cyTKwu.
Ilo accoprumeHTy NPOAYKTOB W OJItoa JedeOHas jJuera ObuUla pazHOOOpa3sHOU W
BKJIIOYAJIa MOJIOYHbIE Kallld, KUCJIOMOJIOYHBbIE HANUTKU, TBOPOT, MSICHbIE, PHIOHbBIE U
OBOIIIHBIE 0JI10/1a, MAKAPOHHBIE M KOHIUTEPCKUE U3JENHSI, CIMBOYHBIE U PACTUTEIbHBIC
Macna. JlaHHas nueTra B 3aBUCMMOCTH OT BO3pacTa cojiepkana Oenka 55-89 r/cyrtkw,
xupa 40-66 T1/cytku, yrieBogoB 198-304 r/cyTku, »HepreTudeckas I€HHOCTH

cocrapisia 1394-2209 kkan/cyTKu.
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bonbHbIM cTapmie 1 roma ¢ AMAarHOCTHPOBAHHOM HENOCTATOYHOCTBHIO MUTAHUS
(n=27, 28%) 0a30BbIM paIMOHOM CIIy’>)KWJIa BbIII€yKa3aHHAs JMETa C BKJIIOYEHHEM
KUJKUX CHEHUATU3UPOBAHHBIX BBICOKOKAJIOPUHHBIX BBICOKOOEIKOBBIX CMeced st
sHTepalibHOTO TUTaHus: «lleguamyp 1,5», «Hytpunm Oueprusi», «Pecypc 2.0
daiibepy», «Hytpusn Crangapt» B obbeme 200-400 mil/CyTKH, B 3aBUCUMOCTH OT
Bo3pacta pebeHka, oOoralieHHble BHUTAMHUHAMU M MHHEpAJIbHBIMU BEIIECTBAMU
(Bapuant 2 guetsl Ne5). JleueOHas AueTa B 3aBUCMMOCTH OT BO3pacTa BKJIOYaia Oeska
60-112 r/cytku, xupa 55-115 r/cyrku, yraeBoaoB 167-400 r/cyTku, sHepreTuueckas
1eHHocTh coctamisiia 1403-3083 kkan/cytku, uto Obuio B 1,5 pasa Beimie, uem B 1
BapuaHTe aueTsl Ne5.

bonpmmnacTBo mamuentoB (n = 78, 80%) OXOTHO NpUHHUMAIM Ha3HAYEHHOE
neyeOHOE TMHUTAaHME, TPU HTOM AVIEPIHUECKUX pPEaKUud ¢ JUCHENCUYECKUX
paccTpoiicTB He oTMedasioch. Yacth 0oibHBIX (n = 19, 20%), B OCHOBHOM B Bo3pacTte 1-
3 71eT, u3-3a TSKECTU COCTOSHUA, PE3KO CHIDKEHHOIO M HM30MPATENIbHOrO ammeTuTa,
c1a00CTH, TMOBBIIIEHHON YTOMJIIEMOCTH MOJHOCTBIO HE MOTpPeOsiia paccUUTaHHBIN
00BeM MUIIH.

CpaBHUTENBHAsA  OLIECHKA XUMUYECKONO  COCTaBa  pAlUUMOHOB  JIETEH C
HEJI0OCTaTOYHOCThIO MUTAHHUS CTaplle roja MpH MOCTYIUICHUU B KIMHUKY M 4epe3 6
MeCAIIeB OT Hayaja JUEeTOTepanuu IoKa3ajga 3HAYUTEIbHOE YMEHblIEeHUE neduiura:
Oenka Ha 26%, xxupa Ha 17%, yrneBonoB Ha 30% B rpymnme kapauoMuonatuii u Ha 9%,
Oenka, Ha 15% sxupa, Ha 18% yriaeBosoB B rpyIie BpOXKACHHBIX TOPOKOB cepaua. [Ipu
TOM HHEpreTuyeckas HEHHOCTh PAlMOHOB MOBbIcKMIach Ha 29% y OosbHBIX U3 |
rpynmsl 1 Ha 11% wu3 1 rpynmns..

[Ipy oleHKE MHUKPOHYTPUEHTHOIO COCTaBa MOJYyYaeMbIX OOJBHBIMHU J€TbMU
7e4eOHbIX PAIlMOHOB YCTAaHOBJIEHO 3HAYUTEIBHOE TMOBBINIEHWE B HHUX JOJHU
KUPOPACTBOPUMBIX BUTaMHHOB (BUTamuHa D Ha 50% B I rpynne u Ha 59% Bo 1l
rpynne, ButamuHa A Ha 18% B oGeux rpymnmnax, sutamuna E Ha 17% B 1 rpynne) u
MUHEpalbHbIX BelecTB (Kanbius Ha 5% B I rpynmne u 20% Bo Il rpynme, maraus Ha

11% u 29% cooTBeTcTBEHHO, *)ene3a Ha 10% B I rpymme).
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Jl5ist nereli ¢ BpOKIEHHBIMHU IOpOKaMHU cepla nocie onepauuu onrena (n = §),
B TOM uucie 5 OONbHBIX C OENOK-TEpSIONIel SHTeponaTtued M HEeJO0CTaTOYHOCTHIO
nuTaHus ObUla pa3paboTaHa CHEeUHATM3UPOBAHHAS BBICOKOOEIKOBAas HHU3KOXKUPOBAs
OecconeBas jedyeOHasl 1MeTa, KOTOpas CTPOMUJIACh U3 pacuera notpebieHus Oenka He
MeHee 3 T/Kr Macchl Tela B CYTKH, xkupa He 6onee 25% oT o01ieil 3HeproieHHOCTH
paluoHa, Mpu 3TOM ObUTM MaKCUMAaJIbHO UCKIIIOUEHBI HACBIILIEHHBIE )KUPHI.

Lenpio mpuMEHEHHUs AMETHl SIBJISJIOCH MOBBIIIEHHWE YPOBHS Oe€lka B KPOBHU C
LEJIbI0 MPEAYNPExKACHUS WM YMEHbIIEHUS MTPOSBICHUM dHTeponaTuu. B 3aBucumMocTu
OT HAJIMYUS WM OTCYTCTBUS KIMHHMKH SHTEPONATHH pa3paOOTaHbl U UCIOJIb30BAHBI 2
BapHaHTa pallMOHOB (BapHaHT A U BapuaHT b) Ha ocHOBe Oa3ucHOM aueThl No5.

Bapuant A - neueOHas HU3KOXHMpOBas OeccoseBasi nuera Obula MpeJHa3HauYeHa
st OONbHBIX 0€3 KIMHUKUA OeloK-Tepsitoliei sHTeponatud. [lomMumo HaTypanbHBIX
MPOJIYKTOB, PAllMOH BKJIIOYAJl KHPOBON MOJYJb, COCTOSIIIMI W3 CpeAHELenOYeYHbIX
TPUrIUUEPUAOB. JaHHBIN BapuaHT AUETHI COAEP)Kajl YMEPEHHO IMOBBIIIEHHYIO KBOTY
oenka (Ha 11-20%), B 3aBUCUMOCTH OT BO3pacTa, CHIKEHHOE KOJIMYECTBO kupa (Ha 18-
27%). ConepxaHue yrieBOJAOB U DHEPreTHUeCKas IIEHHOCTh pallioHa ObUIM OJIM3KU K
HOpMaM (PU3HUOJIOTMYECKUX MOTPEOHOCTEN.

Bapuant b — Bbicok00esiKoBasi HU3KOXKHpPOBas OeccolieBas AueTa ¢ J00aBlIeHUEM
K OJlfoIaM U3 HaTypajbHbIX TNPOAYKTOB OTEYECTBEHHOW CIENUATU3UPOBAHHON
BBICOKOOETIKOBOM BBICOKOKAJIOPUHHOM cMecH Uisi dHTepanbHOro nurtanus «HyTpusn
Crangapt», coaepxamieir 50% cpeaHEIENOYEeYHbIX TPUTIIMIEPUIOB. DTOT BapUAHT
Ha3HAyaJCsl MalMeHTaM C pa3BUBILIEHCS Oenok-Tepsrolieil suTeponartueil. Bapuant b
ne4eOHOM JueThl TPEeBBIAT HOPMY (PU3MOIOTHYECKOTO MoTpebieHus Oenka B
3aBUCUMOCTH OT Bo3pacTa Ha 64-85%, comepikayl CHHKEHHYIO KBOTY kupa (Ha 30%).
KonnuecTBo yriieBo10B U SHEpreTuyeckas IeHHOCTh panroHa Obutk 6sm3ku Kk HOTI.

Broicokuii ypoBeHb Oenka B BapuaHTe b paccMarpuBaics HamMu  Kak
MOJIOKUTENbHBIA (DaKTOp, TO3BOJISIBIIMN MOBBICUTH MOTpeOJieHHe Oeika IeTbMU U
CHU3UTHb TIPOSIBIICHUS O€NOK-Tepsioleld HJHTeponaTud. BaXHO OTMETUTh, UTO
CHEIUATN3UPOBAHHYIO JIMETYy C BKIIOUEHHEM MPOJYKTa DSHTEPAJIbHOTO IMHUTAHUS

«Hytpusn Cranmapt» WiM CHEUUATU3UPOBAHHOTO KUPOBOrO MOAYIS «JIMKBHIKEH
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BCE MAI[MEHThl OXOTHO MPUHUMANIH, AJIEPTUYECKUX U AUCIENICUYECKUX SIBICHUNA HE
OTMEUEHO.

Kpome Toro, Ha ¢oHe nedyeOHOIl BBICOKOOETKOBOM HHU3KOXUPOBOW OeccosieBoi
JIUEThl C BKIIOUYEHHEM CIIELHUATU3UPOBAHHON CMECH HJisi HSHTEPabHOTO NUTaHUS,
00OraileHHON BUTAMHHAMU U MUHEPAIbHBIMU BELIECTBAMH YAAJIOCh COallaHCUPOBATh
MUKpPOHYTPUEHTHBII COCTaB palllioHa.

Bcem mnamumenTam ynanoch KyNUpOBaTh KIMHUYECKUE TMPOSIBICHUS O€I0K-
TepSIOLIEH YHTEPONATUH, OJTHAKO B CBSI3U C TSXKECThIO UX COCTOSIHUS MOCJE Olepanuu
@doHTEHa U KOPOTKUM TMepuojoM HabmoaeHus (6 MecsleB) XpOoHHUUYEcKas
HEJI0OCTAaTOYHOCTh MUTAHUS COXPAHSIIACh.

B uenom B pe3ynbrareé KOMIUIEKCHOTO MEIMKAMEHTO3HOTO JIEUEHUS U
auetorepanuu  y OonbimuHcTBa Jetedl ¢ XCH oTmedeHo ynydiieHue o0OIIero
COCTOSIHUS, CAMOYYBCTBHUS, alleTuTa, TPOPUKU M Typropa TKaHEW, yMEHbIIUIACh
yTOMJISIEMOCTh, TIOBBICKJIACH (hU3MUecKasi akTUBHOCTh. [Ipu moBTOpHOM 00OCHIE0BaHUU
HIT BcTpeuanach B 1,5 paza pexe u auarHoctupoBanachk y 44 (29%) nereit npotus 69
(45%), yBenuuuinock unciio namnueHToB 6e3 npusHakos HII (35%), p <0,05.

B rpynne KMII HenoctaTouHoCTh UTaHuA BhIsSIBIsLIAach y 25 (57%) nereit, uro B
1,6 pa3a MeHblIe, YeM MPHU NEPBUYHOM OOCIEOBAaHUH U MPOTEKasa IJIaBHbIM 00pa3om
B ocTpoit popme (n = 24, 96%), u3 Hux nerkou crenenu y 17 (71%) narueHToB u'y 7
(29%) - ymepenHoil. bonpHbIX C TsxKenOM creneHpto HII He Obuio (p<0,05).
Xponnueckass HII auarnoctupoBana Tonbko y 1 peOeHka.

B rpynne c¢ BIIC HemocrtatoyHOCTh mNHUTaHHS coxpaHsuiack y 19 (43%)
MalMeHToB, yTo B 1,5 pasa pexe, 4yem 10 Hayajda KOMIUIEKCHOIO JIEUeHUs. XapaKTepHa
owsuta octpas HII (n=14, 74%), u3 Hux jerkas cteneHb Oba y 12 (86%) OONBHBIX,
ymepeHHas - y 2 (14%) nanuenTos, Tsxenas crenenb HII He BoisaBisnace (p<0,05).
PacnipocTpaHeHHOCTh XpOHMYECKOW HETOCTATOYHOCTH MUTAHMUSI COKpaTHJIach B 2 pasa
(n=5, 26%)).

[Ipu mpoBeseHNH KOPPEIALMOHHOTO aHAJIW3a YCTAHOBIIEHA NpsIMasi CBSI3b MEXIY
TsokecThio TeueHuss XCH u HanuuueM XpOHUYECKON HEIOCTATOYHOCTH NUTAHUS Y

neteit ¢ BIIC (r = 0,4, p =0,00).
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[Ipu omneHke mokasareneil 0eIKOBOro oOMeHa B AMHAMUKE (depe3 6 MecsIeB OT
Havajga JICYCHHWs) HE TMOIYYCHO 3HAYMMBIX HW3MEHEHWH. VICKIIoueHWe COCTaBISIIU
MAIMEeHTHl ¢ OeJOK-TepSIIOIIel JHTEPONaTHE, y KOTOPhIX Ha ()OHE HCIOJIB30BaHUS
BBICOKOOEIIKOBOI HH3KOKHPOBOH OECCOJEBOW AHMETHI yAaloCh NOOHWTHCS YTyUIICHHS
nmokaszartesei OeiakoBoro oOMeHa (KOHLEHTpamus ooOmiero Oenka W anpbOymMuHa B
CBIBOPOTKE KpPOBU JIOCTOBEpHO MoBbicwiach ¢ 32 no 74 r/mn u ¢ 14 no 37 r/n
COOTBETCTBEHHO, p < 0,05) u KynmupoBaTh MPOSBICHUS OEIOK-TEPSIOIEH YHTEPOIIATHH.

B kKOHEYHOM WTOTe KOMIUIEKCHOE JICYCHHE TAIMEHTOB C KapAHOMHOINATHSIMU H
BPOX/JICHHBIMH  TIOPOKAMH  CEpIlla, OCJIOXKHCHHBIMH XPOHHYECKOH  CepAeuHOM
HEJOCTATOYHOCTHIO C BKJIFOUYEHHEM pa3pa0OTaHHBIX JIEYEOHBIX JHET TO3BOJUIO HE
TOJILKO YMEHBIIUTH TPOSIBICHUS XPOHUYECKOW CEpASCYHON HEAOCTATOYHOCTH, HO U
3aMETHO YJIYYIIUTh OOIIEee COCTOSHHUE, CAMOYYBCTBHE JCTEH, MOBBICUTh MX alllETHT,
OYMOILIMOHAILHYIO U IBUTATEIIbHYIO aKTUBHOCTb.

HakoruieHHBIT HAMH OIBIT 1O OIIEHKE U KOPPEKUMU HYTPUTHUBHOTO CTaTyca y
MAI[MeHTOB C XPOHUYECKOW CepACYHOW HEIOCTaTOYHOCThI0 W HEIOCTATOYHOCTHIO
MUTAHUS TOCIYXHJI OCHOBaHHUEM JUIsSI pa3pabOTKH alrOPUTMOB OLIEHKH (PU3UIECKOTO
pa3Butusa u koppekiuu HII y nereit paznuunoro Bo3pacrta (puc. 1, 2, 3), 4To m03BOJIUIIO
MOBBICUThH Ka4eCTBO JICUCHHUS TaHHON KaTeTOPUH MAIlMEHTOB U CHU3UTH PUCK Pa3BUTHSI

BO3MOKHBIX OCJIOKHCHUM.



® HCCIIC/IOBAaHUE CEPICUHOCOCYAUCTOM CUCTEMBI C Bepu(UKanuei Tuarnosa
o omnpenencaue ctagaun XCH, MakcuManbsHOro CyTOYHOr0 00hEMa JKUIKOCTH
OlIGHKAa HYTPUTHUBHOIO CTaTyca C yCTaHOBIIeHHeM QopMbl u crenenn HIT

® OIICHKa q)aKTI/I‘IeCKOFO MUTaHUA C paCUCTOM XMMHNYCCKOI'0 COCTaBa paliuoHa

A 4

Henocrarounocts nuranus
(octpas popma, xpoHuueckas popma)

v
[ Jlerkas crenenp* ] [ YMepeHHas creneHn* ] [ Tsoxenas creneHn* ]
v v v
I'pynnoe monoko (70 — 50%) I'pyanoe momnoko (30%) I'pynnoe momnoko (10 — 20%)
+ cmech «Mudarpuam» (30 — 50%) + cmech «Mudarpuam» (70%) + cmeck «Mudarpuam» (90 — 80%)

+ paHHee BBeJIEHUE MPOIYKTOB MPUKOPMA

R

[ - ] * Ha MCKYCCTBEHHOM BCKapMIIUBAHUHU PEOEHOK

Haznauenne nutanus Ha PaKTUYECKYIO Maccy Tena [IOJHOCTHIO TIEDEBOTHTCA HA CMECh

«Hdatpram» mpu m060i hopMe u cTeneHn

A 4

® Oenku He MeHee 2,5 — 3 T/KI/CyTKu e Oenku He meHee 3,0 — 3,5 r/kr/cyTku o Ocnku He MeHee 3 — 4 T/KT/CyTKH

® KHpBI HE MeHee 6,5 T/Kr/CyTKH ® KHpBI HE MeHee 6,5 T/Kr/CyTKH ® KHpBI HE MeHee 6,5 T/Kr/CyTKH

® YIIeBOJbI HE MeHee 15 T/Kkr/cyTkn ® YIIeBOJbl HE MeHee 15 T/Kkr/cyTkn ® YIIeBOJbI HE MeHee 15 T/Kr/cyTkn

® SHepreTuyecKas eHHOCTh 10 120 ® SHepreTuyecKkas eHHOCcTh 10 130 ® SHepreTuyecKas eHHOCTh 10 140
KKaJl/KI/CyTKH KKaJl/KI/CyTKH KKaJl/KI/CyTKH

PucyHok 1. Anroput™m OLIEHKH HYTPUTHUBHOI'O CTaTyca U €ro KOPPEKIUH y 1eTeil 1 roaa »KM3HA ¢ XPOHUYECKOMN CEpACYHOM
HEJOCTATOYHOCTBIO
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® HCCIIC/IOBAaHUE CEPICYHOCOCYAUCTOM CUCTEMBI C Bepu(UKanuei Tuarnosa
o omnpenenenue ctagaun XCH, MakcuMambsHOro CyTOYHOr0 00hEMa JKUIKOCTH
OlIGHKAa HYTPUTHUBHOTO CTaTyca C yCTaHOBJIeHHEM QopMbl u crenenn HIT

® OIICHKa q)aKTI/I‘IeCKOFO MUTaHUA C paCUCTOM XMMHNYCCKOI'0 COCTaBa paliuoHa

Henocrarounocts nuranus
(octpas popma, xpoHudeckas popma)

SEET SR

A\ 4

f MonudunupoBannas quera Ne 5 (Bapuanr 1) \ v
® orpanmueHue com 1o 1 r/cyrkn MomunpunupoBannasi quera Ne 5 (Bapuanr 2)
® orpaHMYeHue NoTpedsseMoi KUIKOCTH Ha 1/3 oT e orpanmyeHue comu A0 1 r/cyTKu
B03pacTHOH HopmbI (1-10 sier ot 600 10 800 mur/cyTiu; e OrpaHMUYeHuUe MOTPEOIAEMON KUIKOCTH Ha 1/3 oT
crapuie 10 sier ot 800 s10 1000 mur/cyTk) Bo3pacTHOit HOopMEI (1-10 1er ot 600 10 800 Mir/cyTKH;
® BKJIIOUEHHE BBICOKOOEIKOBBIX, BHICOKOKAJIOPHIMHBIX CMeCcel crapure 10 ner ot 800 1o 1000 mir/cyTKi)
JUISl SHTEPAILHOTO MTUTAHUS

- Y
\.

KonTpone anTponomerpuieckux nokasarenen 1 pas
B MCCAIl U KOPPEKIUA MUTaHUA

Pucynok 2. AIropuT™M OLIEHKH HYyTPUTHUBHOTO CTaTyca M €ro KOPPEKIUHU y eTeil cTapiie 1 roga »Ku3HU ¢ XPOHUYECKOMN
CepJIEYHON HEJOCTATOUYHOCTHIO
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® HCCIIC/IOBAaHUE CEPICUYHOCOCYANCTOM CUCTEMBI ¢ Bepu(UKanuel Tuarnosa

e omnpenencaue ctagaun XCH, MakcuMambHOro CyTOYHOr0 00hEMa JKUIKOCTH

® OIICHKA aHTPONOMETPUYECKUX U OMOXUMHUYECKUX IMOKazaTeneh(o0muii Oeoxk,
aNbOYMUH, TIpeanbOyMUH )

® OIICHKa q)aKTI/I‘IeCKOFO MUTAaHUA C paCUCTOM XMMHNYCCKOI'0 COCTaBa paliuoHa

HenocrarounocTts nuraHus
(octpas popma, xpoHudeckas popma)

S R

A 4 A 4

GI/BKO)KI/IPOBEIH OeccoJieBasi BICOK0OeIKOBas 1HeTa ¢ 1ebI0 NPOPUIAKTUKH U KYNHPOBAaHUA \
0eJIOK-TepsIoLIel JHTEPONaTHH:

e Oenku HEe MeHee 3 — 5 I/Kr/CyTKH

e xupbl He OoJiee 25% ot 0011l SJHEPTOIIEHHOCTH pallioHa

® BKITIOUYEHHUE CIIEIIUAIN3UPOBAHHBIX BEICOKOOEIKOBBIX, BhICOKOKamopuitHbIX cmeceit ¢ CLT (Hyrpusn
CrangapT) u/WiM CreHalIbHBIX )KHPOBBIX Moayiel, cogepxamux CLT ne menee 50% (JIukBumxeH)

NI /

KonTpone anTponomerpuieckrx nokaszarenen 1 pas
B MCCAIl U KOPPEKIUA MU TaHUA

Pucynoxk 3. [IpuHuunel coctapneHus ae4eOHON AUEThI TPHU OENOK-TepAIOIIei s3HTeponaTHH nocie onepaunn GoHTeHa



BbIBO/IbI

HenocTaTo4HOCTh MUTaHUS Yy JETeH C KapJUOMHUOTATHSAMH M BPOXKICHHBIMHU
MOpOKaMU cepana, OCTIOKHEHHBIMU XPOHHUYECKON CepaeYHOMN
HEJOCTAaTOYHOCTBIO, HWMEET BBICOKYIO YacTOTy BcTpedaemoctu (45%) wu
dbopMupyeTcsi yKe Ha MEepBOM TOJy >KM3HH B BHAEC OCTPOM HEIOCTATOYHOCTH
nutaaus (77%).

Tspkenast creneHb OCTPON HENOCTATOYHOCTH MUTAHUS XapakTepHa s JeTed C
aunataiiioHHBIM GpenotunoM KMIT (p<0,05), y 60bHBIX € TUNIEPTPOYUUESCKUM U
pecTpukTuBHbIM  (eHoTumamu KMII HemoCTaTodHOCTh, MNUTAaHUS MEHee
BhIpakeHa U mposBisieTcs Jerkou (p<0,05) u ymepennoi octpoit HII (p<0,05).
Xponudeckas ¢GopmMa HEIOCTATOYHOCTH MUTAHHUS MPHUCYIA ACTAM CTapIIero
BO3pacTa ¢ BPOXKJACHHBIMU Topokamu cepamna (p<0,05). V mamuentoB ¢ BIIC
nocne oneparuu PoHTeHa MpeobianaeT XpoHUUeckas GpopmMa HEIOCTATOYHOCTH
nutanus (p<0,05).

Y OONBHBIX € XPOHHYECKOH CEepJEYHON HEIOCTaTOUYHOCTHIO TIOKa3aTelly,
XapakTepusyrolue OenkoBblii 0OMeH (oOuui 0enok, anbOyMHH, peabOyMuH,
Tpancheppun, comatromeanH-C) He BBIXOIAT 3a TpaHUIBI pPePepeHCHBIX
3HaYeHWH. 3HAaYMMble WM3MEHEHHUS OTMEYAlOTCA TOJBKO Y TMAlMEHTOB C
BPOXICHHBIMH TOPOKaMU cepaua mocie onepanuu PoHTEHA B BHIE CHIKCHHS
oOmrero 6enka v aabOyMUHA, YTO OOYCIIOBIIEHO OENOK-TEePSIONIe dSHTeponaTren
(p<0,05).

Parmonbl muTaHus OONBHBIX C XPOHHYECKOH CEpPACUYHON HEIO0CTATOYHOCTHIO
HE3aBHCHMO OT BO3pacTa XapaKTepHU3YIOTCS HEJOCTATOYHBIM MOTpeOIeHHEM
OENKOB, KHUPOB, YIIEBOJOB U SHEPTUH, KHUPOPACTBOPUMBIX BUTaMUHOB (A, D, E)
1 MUKPODJIEMEHTOB (KaJblIUi, MarHUi, KeJe30).

[IpuMeHeHre Chenualn3upOBAaHHBIX BBICOKOKAJOPUHHBIX M BBICOKOOEITKOBBIX
NPOAYKTOB DJHTEPATBHOTO TUTAHHWS B KOMIUICKCHOM JICYCHHH JETeH C
XPOHHUYECKON CEepICYHON HEIOCTaTOYHOCTHIO TIO3BOJSIET KYNMHPOBATh HIIU

CHU3UTH HPOABJICHUA HEAOCTATOYHOCTHU ITUTAHUS.
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6. Jlis nmeredt ¢ BpPOXICHHBIMU TOPOKaMH cepjia mocie omepanun DoHTeHa
CrielUalu3upoBaHHas (BBICOKOOENKOBAass HU3KOXKUpOBas OeccojieBasl) ueTa
SBJIICTCS JKM3HECHHO HEOOXOIUMBIM METOJOM MPO(PWIAKTHKA W KOPPEKIUU
AIICKTPOIMTHBIX M OCIIKOBBIX HApYIICHUH MPHU OCIIOK-TEPSIONICH YHTEpONaTHH U
J0JDKHA HA3HAYAThCS Cpa3y MOCIe OTNepaIuu.

7. Ouenka 3Q¢GEeKTHBHOCTH JICUeOHOTO MUTAHUS JODKHA MPOBOIUTHCS PETYISIPHO
Ha OCHOBAaHHWHM JIWHAMHUKH AHTPOIIOMETPUYCCKUX ITOKa3aTeICi, YTO ITO3BOJIHUT
YMCHBIINTh W/WIIA YCTPAHUTh TSKEIYIO W yMEPCHHYIO CTEIEHH OCTpOH

HCAOCTATOYHOCTH ITUTaHU.
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NPAKTUYECKHUE PEKOMEHJALIUU

Bcem OOnbHBIM € XpPOHMYECKOM CEpJIEYHOM HEAOCTATOYHOCTBIO, OCOOEHHO
NepBOro roja KU3HMU, TpeOyeTcss KOHCYJbTallus JUETOJora, OLIEHKa
HYTPUTHBHOTO CTaryca, aHamu3 (HaKTUUECKOro TMHTaHus (C pacyeToM
XMMHYECKOT0 COCTaBa palloHa) U MPOBEJEHUE CBOEBPEMEHHOM €ro KOPPEKIIHH.
AHanu3 aHTpPOMOMETPUYECKNX JaHHbIX y AeTei ¢ XCH HeobXoauMo mpoBOIUTH
peryisipHo (1 pa3 B MecslI) ¢ onpeesieHueM aHTPOIOMETPUUYECKUX UHJIEKCOB (Z-
scores), ucnonb3ys crangaptel BO3  u  nmporpammsel  WHOAnthro,
WHOAnthroplus.

st onpenenenust GOpPMBbI U CTENEHU HEJOCTATOYHOCTU MUTAHUS LEJIECO00Pa3HO
ucnoJib30BaTh kiaccudukanuo BO3 u nunaekcsl Z-scores.

Y mammentoB ¢ BIIC mnocne onepauun @OoHTEHa i1 CBOEBPEMEHHOMN
JAMArHOCTUKH OCJIOK-TEePSIOIIEH SHTEPONAaTHH KaK MPU TMOCTYIUICHUU B KIMHUKY,
TaK U B MPOLIECCe TMPOBEACHHUSI HYTPUTUBHON TOJACPKKH JOKHBI OIEHUBATHCS
MoKa3aTeu, XapakTepusyroliue OeNKOBBbI oOMeH (0O0mmuii 0enok, aabOyMuH,
npeanbOymuH, comaromenuu-C, tpancdepput, C-peakTUBHBIN O€I0K).

JleueOHOE mNUTaHME NalMEHTaM IEPBOrO TOJa >KU3HH C HEIOCTATOYHOCTHIO
NUTaHUS  HEOOXOJAMMO  OpPraHW30BBIBATH C  MAaKCUMAJIBHO  BO3MOXKHBIM
COXpaHEHHEM TpyIHOTO MOJoKa B  pamuoHe. [Ipm  HCKyCCTBEHHOM
BCKapMJIMBaHUH 1eJeco00pa3Ho UCIIOJIb30BaHNE BBICOKOKaJIOPUITHBIX
BBICOKOOCIIKOBBIX IPOAYKTOB OJHTEpallbHOTO mHTaHusA. [lokazaHo paHHee
BBEJICHUE TMpUKOpMa (C 4-X MECSIEB) C IENbI0 MOBBIIICHUS YHEPTOICHHOCTH
paluoHa.

BoNbHBIM ¢ BPOXICHHBIMH TMOPOKaMHU Cep/Ila, MEPEHECHINM OIEpaIuio T0
metony @oOHTEHa, chenualn3upoBaHHAs (BBICOKOOETKOBAsS HHU3KOKHPOBAs
OecconieBas) nMeTa JODKHA HAa3HAYaThCs YK€ B PAaHHEM IOCIEONepalliOHHOM

nepuoie i NpoUIAKTUKH OEJIOK-TePSIOIIEH SHTEPOIaTHH.
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IIpuioxenue

PeKOMeH)]a]_lI/II/I M0 MCIMOJIB30BAHMIO PA3/IMYHBIX MPOAYKTOB IMTAHUSA B pallUOHAaX ueTeﬁ

¢ BIIC nocae onepauuu @oHTEHA

I'pynna npoaxykros

Paspemarorcs

OrpannunBarwTcs

N CKII0YA10TCH MOJHOCTLIO

Msico Toiee
(HeskupHOe),
NTHLA, pbl0a
(150-180 r/cyT)

l'oBsiquHa, MsICO KpoJIMKa,
KOHMHA, TPYyJIKa KypHUIbI,
WHJEUKU B OTBAPHOM,
3all€YE€HHOM BHJIE WK Ha mapy,
0e3 KOXKH

Hexupnas pbi0a:

MUHTAaM, JICJAsIHaAs, IEeMOHEMA,
HaBara, OKyHb pE4HOMU, Kapacho,
Tpecka, MUKIIA, XK, IIyKa,
nydapp, HAJTUM, caiijia, HaBara,
CyJaK, TYHELl , B OTBAPHOM,
3alICYCHHOM BHJIC

Mopenpoaykrsl (KaabMaphl,
KpPEBETKH, IPeOEIIKH, OCBMHHOT)

OcTanpHbIe YacTH NTHUIIHI O€3
KOXXH, HEXXHPHOE MSICO
TENSATHUHA, ITHATHHA,
(TIIATETBHO BBIPE3AThH KUP
BUJIUMBIN JKUP); 3aTICYCHHOE B
JAYXOBKE HJIU TPUTOTOBJICHHOE
Ha TpuJjie, a3pOrpuilb;

['oBsXBU CYONIPOIYKTHI (II€YEHD,
MO3TH, SI3bIK) B OTBAPHOM HJIH
TYIIEHOM BH/IE

ManoxupHas peioa:
kamOana, cazas, KapI, OKyHb
MOPCKOM, CTaBpuaa - OTBapHas,
TyILIEHAs, 3areYeHHas

KupHoe MsACO — TOBsiAMHA U
OapaHuHa

CBuHHHA B JIIOOOM BUJIE

Kapenoe Ha macie MsICO ¥ NITULIA
Kypuna n unaeiika ¢ koxei
Kapenas kypuna

VY1Ka, rychb

Betunna (B T.4. 00€3KUpeHHAs,
TFOOBIE KOI0AChl, COCUCKH,
MAIITEThI, MSICHBIC JETUKATECHI
XKupnsie Oynb0OHBI

Kupnas pbi0a:

(JtococeBble — ceMra, KeTa,
ropOyiiia, yaBblua, KXy, Gopein);
OCETpHUHa, CEBPIOra, Celiblb, caiipa,
capJIMHbI, CKyMOpHus, NanTyc,
KWJIbKa, MOWBa, 3y0aTKa, rnejaMuia,
COM, yropb, MacJsiHasl ); UKpa,
IITTPOTHI

JIroGas priba, sxapeHast Ha Maclie
JIroOble KOHCEPBBI U3 PHIOBI U
MOPEMPOIYKTOB
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B oTBapHoM Bue
CoeBoe ms1c0, 00€3KUPEHHBIH
coeBbIi TBOPOT (TO(Y)

JItoGas priba cosieHast U KOIMYeHast

Kypunble siina

SnuHbBIA OEIOK

LlenpHOE sti0 — HEe Oojee 1 mT
3 pa3a B HEJEIO

SIVYHBIN KENTOK

MoJgaouHnbie
NMPOIYKThI

O06e3KupeHHoe MOJIOKO, Keup,
noryptel < 1% xupHOCTH

O0e3:XxUpEeHHOE COEBOE MOJIOKO
(< 1% xupHOCTH)

O6e3xupennsiii TBopor (0-2%)

Mouioko, keup u HOorypThl 10
3,5% xupHOCTH

O6e3xupennsiii ceip («I'pad»,
«OnpTepManHny, «Mactep,
«Bect», 10 20% *KUpHOCTH) — HE
6onee 20 r/nenb

TBoOpoOr 1 TBOPOKHBIE CHIPKU J10
5% xupHOCTH

Monoko 6% , KOHLIEHTPUPOBAHHOE,
CTYLIEHHOE, CYyX0€ MOJIOKO

Bce 00b1uHBIE CBIPHI

Msirkue v nijaBieHble ChIPbI
TBopor cBbie 5% KUPHOCTH
CauBKH, cMETaHa

Kupsbl 1 macJia

CastaTHble 3anIpaBKU U COYCHI -
00e3KUpeHHbIe (HalpuMep, 13
00€e3XKHpEeHHOT0 Keupa, Horypra
C 3€JIEHbI0, TOMATHBIN COK 0€3
COJIN)

PactutenbHbie Macna —
KYH>XXYTHO€, TTOJICOJTHEYHOE,
KYKYpPY3HO€, OJIUBKOBOE, COEBOE,
XJIOMIKOBOE, PariCOBOE, JbHSHOE,
TBIKBEHHOE, BUHOTPATHOM
KOCTOYKHU — 110 30 MJI B JIeHD

KoxkocoBoe, manpMoBoe Macio
CnmBOYHOE MacIIO, KUBOTHBIM KUP
(J1Apm), canmo, MaprapuHbl
Maitone3ssl, 3alpaBKi Ha OCHOBE
’KEINTKa, CMETaHbl, CITUBOK, COYCHI
Ha OCHOBE LIEJILHOTO MOJIOKA,
CJIIMBOYHOT'O Macia

JIro6kIe opexu, MI0KO0JIa]T

XJ1e0, Kpynsl,

becconesoii x1ebd
[lenbHO3epHOBBIE XIEOIIBI
Kpymsl m100b1e
MakapoHHble u3enus 06e3
00AaBIICHUS SUI]

HecnoOHbIM 0OBIYHBIN
Cyxue xJieO11bl, XJIeOHbIC
MAJIOYKHU, IPOCTHIE CYLIKH
MaxkapoHBbI AIU4HbIE
JlomaliHss BeIlIeYKa Ha

Cnobnble copTa BbINEYKH (C
n00aBJIeHUEM SM1l, MaprapuHa Uiu
Macna)

W3nenus u3 ciioeHoro tecra
(KpyaccaHbl, TUPOXKKHU U TIP.)
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MaKapOHHbIEe Kykypy3Hbie, pucoBbie, 00€3KUpPEHHOM MOJIOKe, 0e3 stuly | Cio0HOe IeYeHbe, MeUeHbE —
u3aeans NIICHUYHBIE XJIOMbsI, MIOCTH (0€3 | WK ¢ 100aBICHUEM STUYHOTO KpEKepHl C MaprapuHOM
IITOKOJ1a/1a) Oenka; «oe3e» ['oTOBBIE KEKCHI, TOPTHI, OUCKBUTHI,
MOHYUKHU, TUPOTH C KPEMOM U T.II.
baunbl, onagepu
Cynbi Cynbl Ha Bojie (OBOLIHBIE, Cynbl Ha 00€3KUPEHHOM Cy1bl Ha KpEnKoMm, KUPHOM
KpYISIHBIE) WU Ha OynbOHE OyibOHE, Cymbl ¢ J0OaBIEHUEM
00€3)KUPEHHOM MOJIOKE CMETaHBbI, CITUBOK, )KUBOTHOTO
KUpa, KypUHOMN KOXKH, SIULL
CBexue, 3aMOpPOKEHHBIE, Xapensbie (Ha CITMBOYHOM Macie
OTBapHbIe, KOHCEPBUPOBAHHEIE WJIH cajie) OBOIIU
OBoun 0e3 100aBIeHUS KUpa U coyca OBortu ¢ qo6aBIeHUEM Macia,

Kaprodens — oTBapHOM,
MEYEHBIN, MIIOPE HA BOAE WU
00€3KUPEHHOM MOJIOKE

CbIpa, CIMBOYHOTI'O KpeMa, coyca
XKapensliii kapTodenb, YUNChI

DpyKThbI, ATOABI

JIro0nIe - cBEXKHE,
3aMOpPOKCHHEIE,
KOHCEPBUPOBAHHBIC, CYXHE
®pyKTOBBIE COKH, KOMTIOTHI,
MOPCBI, KHCEJU B JTIOOOM BHJIC

XKapensie ppykThl, PpyKTOBHIE
KOHCEPBBI U IECEPTHI CO CIIMBKaMH,
CMETaHOM, MOPOXKEHBIM, MaCIIOM

CaagocTn n
aecepThl

Cramoctu — caxap, CHpOIBI,
BapeHbe, IHKEM, Me]l

Konders! 6e3 xupa — ppykroBas
(HemoJioyHas1) Kapamelb,
MapmMmenaJ, 3epup, nactTuiaa
MoposkeHoe — 13 00€3KUPEHHOTO
MOJIOK2 (3aMOPOKEHHBIN HOrypT)

Cnankue ra3upoBaHHBIE
HAIUTKH, TUMOHA/IbI

[ITokonaaubie KOH(ETHI, MTOKOIA
MoJio4HOE, CAMBOYHOE MOPOKEHOE,
mioMoup
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W «3aMOPOKEHHBIN COK»,
«(ppyKTOBBIH J1E€11»

Coychl, IPSIHOCTH,
CIenuu

IIpsiHas oropoHas 3ejeHb
(merpy1ika, yKpor, TapXyH,
0a3uiuK, operaHo, manden,
TUMBbSIH U T.I1.)

Keruyn nomamnuii (6e3 conu)

OcTpbie OpsTHOCTH B OOJIHIIIOM
KOJIMYECTBE - Nepel, UMOUpPb,
XpEH, TOpyYHuIla, TBO3JIMKA,
KapJaMoOH, KappH, JIaBpOBbII
JUCT

Tkemanu

Hapmmapa6

Ketuyn npomsblIlIeHHBIH

MaitoHessl, canaTHbIE COYCHI Ha
OCHOBE MalOHE3a, CMETaHBI,
CIIMBOYHOT0 Macia (berramerns,
TOJIJTAH/ICKHM); aJ[KHKa
Coesblii coyc

Buicokoxanoputinvie svicokobenxogvie cmecu ¢ exnovenuem CLT 6 ocuposou KomnoHenm

B xauectBe
HYTPUTUBHOU
MO/ICPKKHU
(TOTIOJTHUTEIBLHOE
MMUTAHUEC)

Hytpusn Cranpapr

[To 200 — 400 mu/cyT B

Kuposvie amyavcuu CLT (npu evipasicennoii 6e1k080-3Hepeemuieckoi HedoCmamoyHoCmu,)

JIuxBuxen (Liquigen)

ITo 5 — 10 mu1 B KaXKablil IpUeEM
nuiy (100aBIsITh B OCHOBHbBIC
omrona)




