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CIIMCOK COKPAIIIEHUHM U YCJOBHBIX OBO3HAYEHUI

EDACS - (Eating and Drinking Ability Classification System) cuctema
KJIacCCU(UKAIIUH

ICPCN - International Children's Palliative Care Network

GMEFCS - (Gross Motor Function Classification System) Cuctema kiaccudukaiim
OOJIBIIINX MOTOPHBIX (DYHKITUN

STRONGEkids - onpocHUK [IJ1s1 OLIEHKA HyTPUTUBHOTO PUCKA Y TOCIIUTATU3UPOBAHHBIX
MalKueHTOB B Bo3pacTe oT 1 Mecdna no 18 ner

ABKM — anneprus Ha 6e0K KOPOBBETO MOJIOKA

AYJI — abcontoTHOE Yncao TuM(OIUTOB

BOH — GenkoBo-3HEpreTHUECKasl HEJOCTATOYHOCTD

BO - Boposnesxckast 001acTh

JUII — nerckuii nepedpasibHbIN Tapaniny

HC — HyTpuTHBHBII cTaTyC

HII — nyTtpuTHBHAs noauepxka

OAK — oOmuit ananu3 KpoBu

OB — okpyXHOCTb CpeiHEN TpeTH Oeapa

OII — oKpy>KHOCTb CPEIHEN TPETH MIIeUa

JIJIK — nateHTHBIN AeUIUT Kene3a

[1O — nporpamMmmHOe obecrieueHue

IIMII — maymmmaTuBHag MeIUIIUTHCKAS IIOMOIIb

[1C — nannuaTuBHBIN CTATyC

PIIOMII — pacueT nmokasaTeneit 00beMa MBIIIIIHI TIIeda

TKCT — tonmuHa KO>)KHOM CKJIaJIKK HaJl TPULICTICOM

TKCJI — TonmmHa KOXKHOM CKJIAIKH MOJT JJOIIaTKOMN

[HHC — nenTpanbHas HepBHasi cucTeMa

500 — 3HEpPTUsS OCHOBHOTO OOMEHa
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BBEJAEHUE

AKTyaJILHOCTL TEMBI

MexnayHnapoanas ceTh naumatuBHoM momormu jetsM (ICPCN) exeroaHo
peructpupyet 6osiee 8 MUIUIMOHOB HOBOPOXKICHHBIX JETEH, KOTOPHIE B MEPCIEKTHUBE
OyIyT HY)KJIaThCsl B OKa3aHWu najuinaTuBHoM momoiny [104]. B ocHoBe okazanus [IMII
JETSIM JICKUAT MYJIbTUAACHUIUIMHAPHBIN MOAXOJ, KOTOPbIM HANPAaBJIEH HAa KOPPEKILHIO
(bu3MYEeCKUX CUMITOMOB, HapylIalOMUX KauyeCTBO KM3HU peOeHKa U MPOQUIAKTHKY
OCJIO)KHEHHM Heu3ieuynMoun Oosie3Hu. JIuHuM Tepanuu AOHKHBI ObITH HANpaBJICHBI HA
NPO(HUIAKTUKY OCTEONOPO30B, KOPPEKUUIO nUC(aruid, ieueHue ractpolszodareaabHOM
pedarokcHOM 00ie3HM, 3amopoB, KyNHMpOBaHHE OOJEBOIO CHUHAPOMA, KOPPEKLHUIO
TPOHHUUIECKON HETOCTATOUHOCTH [67].

Tpoduueckas HEAOCTATOYHOCTh SBISIETCS NPOOJEMOW B MEPBYIO OYepeab B
pEruoHax ¢ OTpaHUYCHHBIMH pecypcamu, U 0coOeHHO B FOxHO#l A3um U B cTpaHax
Adpuku k rory ot Caxapsl. Ho, K coxaneHuto, 1aHHasi MaTOJIOTHSI BCTPEYAeTCs U B
pPa3BUTHIX CTpaHaX, OCOOCHHO Yy JETEeW BCJIECACTBUE PA3BUTHS y HUX 3a00J€BaHUA,
TpeOytomiero okazanus [IMII [2]. Hanmnune y peberka TpopHuecKoi HeI0CTaATOYHOCTH
YBEJIMYUBACT BEPOSITHOCTh PA3BUTUS OCTPBHIX KHUIIECYHBIM WHOEKIUNA, MHEBMOHUM,
IIPOMCXOAUT CHUKEHUE BBIKMBAEMOCTH I10CJI€ TPAHCIUIAHTALIMM NIEYCHU U YBEJIMYEHUE
CMEPTHOCTH  OOJBHBIX  C  OHKOJOTMYECKUMH  3a00JI€BaHUSIMHU, CHUKAET
MPOJOJKATEILHOCTH JKU3HU Ha 9 JieT OOJIbHBIX KHUCTO3HBIM (HOpO30M, CHIDKAET
KaueCTBO KU3HH, peaOUIUTAIIMOHHBIN TOTCHITUAT 1 UMMYHHBIA OTBET y IETEH C IETCKUM
nepeopansubiM mapanndom (JILIT) [53, 112, 90, 108].

HytputuBHas moaaepkka q0JpKHA OBITH OJHOW M3 BOKHEWIIUX 3a/lay Bpadya Mpu
okazanuu [IMII nersim. BpaueOHoe pelieHue 0 TOM, KOrja HauMHATh HYTPUTHUBHYIO
MOAJCPKKY, KaK JOJIr0 €€ NPOBOAUTh M C KAKMMH LENSAMHU, TENEpb NPUXOAUTCS
NPUHUMATh TOPA3Io0 yaile, yeM panbiie [11].

Takum o00pa3oM, olieHKa TpoQOJOrHUEecKOoro craryca U Mocleayronas
HYTPUTUBHAS MOJACP/KKA SBIAETCA BaXXHBIM KOMIIOHEHTOM KoMiuiekca [IMII ston

IPYIIE NAUEHTOB.
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CreneHb pa3padOTAHHOCTH TEMbI UCCJIEI0BAHNS

Jlist ompenesieHus BO3MOXKHBIX METOJOB OIIEHKH TPO(OJIOTHIECKOTO cTaryca, a
TaK)ke KoMIulekca Mep HyTputuBHOW mnoaaepxku (HII) y gereit, Hyxknaromuxcs B
okazanuu [ IMII, He0OX0AMMO YUUTHIBATH PACIIPOCTPAHEHHOCTh U CTPYKTYPY HO30JI0TUI
B KOHKPETHOM PETHOHE, UYTO SIBUJIOCH OCHOBAHHEM JJI MPOBEJCHUS TUCCEPTAIMOHHOTO
UCCJIEIOBAHUS.

CorylacHO JUTEPATypPHBIM JTaHHBIM, UMEETCS OOJBIIOE KOJUYECTBO PAOOT IO
OLICHKE ¥ KOPPEKIMH HYTPUTUBHOTO CTaTyca Yy B3pPOCJIBIX MAIMEHTOB C
OHKOJIOTHYECKHMH COCTOSIHUSIMU TpeOyrommx okaszanus [IMIT [13, 18, 23, 134]. Ho B
CTPYKType OO0JIe3HEeM NeTei, HyX JAIoMUXCSI B OKa3aHUU MNaIMaTUBHOW IMOMOIIH, B
Poccuiickoit @eneparun mpeod1a1atoT HEOHKOJIOTHUECKUE 3a00JI€BaHUSI U COCTABIISIOT
93,0% [20]. CymecTtByeT TakXe MHOTO pa0OT, MOCBSIICHHBIM OIICHKE W METOJIaM
koppeknuu HyTputuBHOro craryca (HC) y merert ¢ HALIII [16, 17, 23, 26]. Toabsko
Tsprenbie popmbl JILTI, kak mpaBusio, ¢ 1easiM HA0OPOM COMYTCTBYIOMUX 3a00JI€BaHUMN
MOXHO OTHECTH K 4 TpymIe NaulMaTHBHOW momomu. Ho mpodunb mamiuaTUBHBIX
HO30JIOTHH, TPEOYIOMUX KOPPEKIHH TPOPUUECKON HEIOCTATOYHOCTH, Ha JaHHBIN
MOMEHT Tropa3io 0oJiee MUpokuid, uem Tspkenbie Gopmbr LI [letu ¢ mamimaTuBHBIM
CTaTyCOM MOTYT TIOJABEPraThCsi PHUCKY TPODUUECKOW HEAOCTATOYHOCTH M3-3a
TOCIUTANU3AIMKA,  YaCThIX  HMH(PEKIUOHHBIX  3a00J€BaHWUM,  3JIOKAYECTBEHHBIX
HOBOOOpPA30BaHWM, MPUBBIYCK MUTAHUS, PACCTPOWCTB IMHUIIEBOTO IOBEICHUS, YPOBHS
aktuBHOCTH [165]. B rpymme pucka Ha TMEPBOM MeECTE€ HAXOIATCS JETH C
OHKOTIATOJIOTHEH, Ha BTOPOM — TMAIHMCHTHI C BPOXXIECHHBIMH W TPHOOPETCHHBIMU
HEBPOJIOTHYCCKUMHU 3a00s1eBanusMu [8].

B nHacTosiee BpeMs IeNbl0 NMa/UVIMATUBHOW MEIWIIUHBI B TIETUATPUH SBISETCS
dbopMHpOBaHWE HAMTYUIIETO KauyeCcTBa JKM3HU TMAIMEHTa U €r0 ceMbU. MHOTHM JIETSIM
oka3biBaeTca momoilb Ha aomy [11, 15]. HekoTopble coBpeMEHHBIE METOAbI OLIEHKU
TPO(OJIOTUYECKOTO CTaTyca HEAOCTYITHBI JIs IETEH C HEU3JICUNMBIMU 3a00JIEBAaHUSIMH B
CBS3M C HUX Majiol MOOMJIBHOCTBIO, a TaKX € B CBA3M C PSAJOM ITHUYECKUX MPOOJIEM.

Hayunpix paboT, mpoOBEIEHHBIX 110 KOMIUIEKCHOH OlLIEHKE TPO(OIOrHuecKoro craryca, a
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TaKk)ke HyTPUTUBHOM MOJAEPKKE aAeTet, TpeOyronmx okazanusi [IMII B oreuecTBeHHOM

U 3apyOeKHOM JIMTEpaType 3a NOCIEAHNE 5 JIET HAMH BCTPEYEHO HE OBLIO.

Hean HCCJICIOBAHUA: JTAArHOCTHUKA u KOpPEKIU TpodruUeCcKou
HEJIOCTATOYHOCTH y JETEH, HYXKIAIOIIUXCSI B OKA3aHUW MAJUIMATUBHON MEIUIIMHCKOMN

ITOMOIIH.

33[[3‘!1/1 UCCJIeJ0BAHUSA .

1. Jlatp xapakTepucTHKy jeTeil BopoHexkckoil o0macTv, HyXIArOUIUXCS B
okaszanuu [IMII.

2. OlLEHUTh HCXOAHBIA TPO(DOIOTHYECKUN CTATyC Y TOCHUTAIU3UPOBAHHBIX
MAIMEHTOB, HYXJAIOMIMXCA B OKAa3aHWW NAJUIMATUBHOM MEAUIMHCKOW MOMOIIU, H
BBISIBUTH JIETEH, UMEIOIUX TPOPUUECKYIO HEIOCTATOYHOCTD.

3. IlpoBectu KOpPpEKIHMIO JIEYEOHOrO0 THUTAHUS JIeTed C MCIOJIb30BaHUEM
MPOAYKTOB JOMOJHUTEIbHOW SHTEPATBLHON MOIJICPIKKH.

4. [Ipoananu3upoBaTh 3¢h(HEKTUBHOCTH KOPPEKLINH TpopuIeCcKo
HEJIOCTATOYHOCTH C UCIOJIb30BAHUEM SHTEPATBLHOIO MUTAHUS Y IETEH, HYKIAIOIIUXCS B
okaszanuu [IMII.

5. BBISIBUTH TPYJTHOCTH IMarHOCTUKHU M Pa3pad0TaTh aJrOPUTM UHIUBUIYATHHOTO
MOAX0JIa K KOPPEKIUU TPO(DOIOTUUECKOTO CTaTyca y JeTel, Hy KIAIOIMUXCS B OKa3aHUU

[IMII, na amMOynaTOPHOM U CTAI[MOHAPHOM JTarle.

Hay4yHast HOBU3HA:

1. Bnepseie B BopoHexckoi 00J1acTM BbISIBIEHA PacHpOCTPaHEHHOCTh
3a00s1eBaHUM, ITPU KOTOPBIX MOTYT CO3/1aBaThcsl ycioBus A okazanust [IMIL, na 1000
nereir  (0,9) ¢ XapakTEpUCTUKOM  KOHKPETHBIX  HO30JIOoTMH  (mpeobiagaror
HEOHKOJIOTMYECKUE 3a00JIEBaHUS U COCTABIISIIOT 96,1%).

2. BrisiBIeHa pacmpocTpaHeHHOCTh Tpodudueckoil Hemoctarounoctu (53,8%) u
ONITUMH3UPOBAHBI METOJBI OIEHKH TPO(MOJIOTHYECKOTO CcTaryca y JeTed ¢

MMaJNIMATUBHBIM CTATYCOM.
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3. Ilpoananm3upoBaHa 3>()PEKTUBHOCTH SHTEPATBHOTO THUTAHUS Yy JETEH C
MaJUTMATUBHBIM CTATYyCOM.
4. BriepBbie pa3paboTaHa KOMIBIOTEpHAsS TIPOTpamMmMa JIsl ONTUMU3AINH OIICHKH 1
KOPPEKIIMU TPOPUIECKON HETOCTATOYHOCTH JETEH C MaUTMATHBHBIM CTAaTyCOM JIJIS

Bpayeil aMmOyIaTOpHOTO U CTAIMOHAPHOTO 3BEHA.
Teopernueckasi M NpakTUYecKasi 3HAYUMOCTD

YcraHoBIIEHA CTPYKTypa HO30JOTUHN y JIETeH, HyKAaromuxcs B okazanuu [IMII.
Ha ocHOBaHMU TOJy4eHHBIX pPE3yJbTATOB 3aperucTpUpoBaHa 0a3a JaHHBIX «Peructp
najuiMaTuBHOM natosioruu Boponexckoit oonactu» (RU 2022621070), koTopasi MOKET
OBITh MCIOJIb30BaHA JJIsI HAKOIUICHMS, aHajdu3a JaHHBIX, COCTaBJICHUS OTYETa O
HO30JIOTHSIX ieTeit Boponexckoit 06actu. MeToabl O1leHKH TPO(hOJIOTrHIeCKOTo CTaTyca
Takue, kKak ckpuHuHroras mkaiza STRONGkids, onenka ¢usudyeckoro pasBuTHS,
onpeneneane TKCT, TKCJI, OII, Ob, a Ttaxxe nabopaTopHble METOIBI UCCIICIOBAHUS
(oOmmit w  OMOXMMHMYECKHH  aHajdu3bl KPOBU)  SABJSIIOTCS  JOCTYIHBIMH U
MaJIOMHBA3WBHBIMH, a TaKXK€ MO3BOJISIOT OLEHUTh TPOPUUYECKYIO HEAOCTATOUYHOCThH Y
JIeTel KaKk B CTallMOHApE, Tak U Ha AoMy. PazpaboTanHas KOMIbIOTEpHAs IIporpamma Jijis
OBM «Ortienka U Koppekius Tpo(dOJOTHUECKOTO cTaTyca AeTeH, HYXKAAIoIUXCi B
OKa3aHWH NaJUTMaTUBHON MeauinHcKoi momomtm» (RU 2024618685) mo3Bosser ObICTPO
1 3P PEKTUBHO OLIEHUTH TPODOIOTHIECKUH CTATYC MAIMEHTA U TTOJIYYUTh PEKOMEH AU
I JadbHEHIeH KOppeKIUH TpoOHUUEeCKONW HEAOCTaTOUYHOCTHU, YTO  SBISETCSA

aKTyaJIbHBbIM B YCJIOBHSIX COBPEMEHHOM pabOThI Bpaya.
MeToa0/10rusi 1 METOAbI MCCJICIOBAHUS

MeTtononorndyeckass OCHOBa JAMCCEPTALIMOHHOW pabOThl MOCTPOEHA C YYETOM
0030pa JUTEepaTyphl COTJIACHO MOCTABIEHHOW LEIM M BKIIOYAET MOCIEA0BATEIbHOE
NPUMEHEHUE METOJJOB HAYYHOI'O TTO3HAHUS C LEJIbIO pelIeHUs TTOCTAaBJICHHbIX 3a1ay. s
cbopa  Marepuasa  HCHOJb30BAIUCH  AHAMHECTHYECKHE,  OOIIEKIMHUYECKHE,
71a00paTopHble M COLMOJOTHUECKUE METOMbI, a Takke naHHble degepanabHON CIy>KObI

rOCyapCTBEHHOW CTaTUCTUKU (TeppuTopuaibHbiii opraH denepanbHO  CIyxKObI
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TOCYJapCTBEHHOW CTaTUCTUKU TI0 Boponexckoit obmacti). OOBEKTOM HCCIEIOBAHUS
sBisLich 360 nereit BopoHexckoit 001acTu, HyKIal0muecs B OKa3aHUU MATTHATUBHON
nomomu. [IpeameTrom wuccienoBanus ObUIO HM3YYEHHE CTPYKTYPbl MAJTTMATUBHBIX
HO30JIOTUW y JAETEW, ONPEAECIECHUE PACIIPOCTPAHEHHOCTH NAJUIMATUBHBIX COCTOSIHUM, a
TaK)K€ METOJbl OLEHKH TPOPUUYECKON HEAOCTATOYHOCTU W BBIABICHHE d(PPEKTUBHBIX
METOJIOB €€ KOppeKIuu. Pe3ynbrarhl JaHHBIX 00pabOTaHbl CTATUCTUYECKUM IMaKETOM
nporpammel IBM SPSS Statistics 22,0. [{nst ananu3a noy4yeHHBIX JaHHBIX TPUMEHSITUCH

CPaBHUTCIIBbHBLIC U KOPPCIIALUOHHBIC METOAbI HCH&p&MCTpPI‘-ICCKOfI CTaTUCTHUKU.
I[OCTOBepHOCTL 1 000CHOBAHHOCThb pe3yabTaToB HCCIICA0BaAHUSA

JIOCTOBEPHOCTh MOJYYEHHBIX PE3YJbTAaTOB MPEJCTABICHA B JAHHBIX KIMHUYECKHUX
OCMOTPOB (ITPOTOKOJIBI OCMOTPOB, HCTOPUHU 00JIE3HU) U JTaOOPATOPHBIX JAaHHBIX JETEH,
HaXOJAIINXCS HA CTALIMOHAPHOM JICUEHUH B OTJICIICHUH MAUInaTuBHOM nnomoin bY3 BO
OAKDB Ne2 u npu ocmoTpe Ha aAomMy. J[aHHBIE O KOJIMYECTBE JETCKOTO HACEJIEHUS IO
paiionam BopoHexckol 00yacTH MOJy4YeHbl U3 TEPPUTOPUAIBHOTO  OpraHa
denepaibHOM CITY»KObI TOCYJApCTBEHHOW CTaTUCTUKU 1O BopoHexckoil obnactu u
HaxOoJATCS B OTKPBITOM JocTyme. CTeneHb JOCTOBEPHOCTH PE3yJIbTATOB MCCIEI0BAHUS
OTPENIEACTCS PENPEe3EHTATUBHOCTRIO BBIOOPOK TPYMI MAIUEHTOB M UCMOJb30BAHUEM
COBPEMEHHBIX AHAIMTUYECKUX METONOB. I[IpuMeHsieMble CTaTUCTUYECKUE METOMbI

COOTBCTCTBYIOT THITY UCCIICAOBAHM.

OcHOBHBIE 0JIOKEHUS AUCCEPTAlIMHA, BBIHOCUMBIC HA 3aIIUTY

I. B HO30J0TMYECKOW CTPYKTyp€ KOHTHUHIE€HTa JETEH, MOJIYy4Yarolux
NaJTHATUBHYIO MEAMIMHCKYI0 TMOMOIIb B Boponexckoil oOnactu, mnpeobnanaror
HEOHKOJIOTHYECKue 3a00yieBaHms, O0MbIIYI0 YacTh cocTaBiseT natojorus [{THC.

2. MeTobl OLIEHKH TPO(OJIOTHYECKOTO CTaTyca TaKue, KaKk CKpMHUHIOBas IIKaJia
STRONGEKkids, onenka ¢usuueckoro pasputus no crangaprom BO3, ompenenenue
TKCT, TKCJI, OI1, OB, pacdeT >kMpOBOM M MBIIIIEYHOM Macchl Teia mo GopMmyiam, a

Takke J1abopaTopHbIE METONBI HCCIeAOBaHUS (0OmMUNA M OMOXUMHYECKHN aHaTU3bl
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KpPOBH) SIBJISIFOTCS TOCTYITHBIMA M MaJOWHBAa3WBHBIMU, @ TAKXKE IO3BOJSIOT OLICHHUTH
TPO(QUUECKYIO HETOCTATOYHOCTH Y IETEeH KaK B CTallMOHApE, TaK M Ha JOMY.

3. Jlns oueHku aeduuuTa *Keiesa y JeTed cleayeT MCHOJIb30BaTh B TOM YHUCIE
KOMIUIEKCHYIO OIICHKY TMoKa3zateneil ¢epputnHa u C-peakTUBHOTO Oenka Juis
UCKITIOUEHHUS «BOCHAIIMTENIbHBIX)» MTPUYMH MOBBIIICHUS (PepPUTHHA.

4. Koppekiust Tpopuueckoit HegocrarouHoctu y nereid ¢ [1C a¢dextuBHa npu
NPUMEHEHUN  CIELUATM3UPOBAHHBIX TMPOAYKTOB JOMOJHUTEIBHONW 3HTEpaTbHOU
IOAJICPIKKH.

5. Pa3paboTaHHasi KOMIIbIOTEPHAS MPOTrpaMMa MO3BOJISIET OBICTPO U 3P(HEKTUBHO
OIICHUTH TPO(POJIOTHUECKUM CTATyC y IeTel, Hy»)aatomuxcs B okazanuu [IMII, ¢ nro6oit
HO30JI0THEH, a Takke (OpMUPYET NEPCOHAIM3UPOBAHHBIA aITOPUTM KOPPEKLUU

TPOPHUUECKON HETOCTATOUHOCTH.
JIMYHBIH BKJIAJ aBTOPA

ABTOpPOM CaMOCTOSITENIEHO MPOBEJCHO IIAHUPOBAHUE PaOOTHI, TTOWCK M aHAJHU3
JUTEpaTypsl Mo MpobiieMe AuccepTaluu, pa3padoTKa [u3aifHa UCClIeI0BaHusl. ABTOPOM
HEIMOCPEJICTBEHHO OCYIIECTBIISIICA OTOOp MAI[MEHTOB, MPOBOJWIICS KIMHUYECKHUM
OCMOTp, Ha3HAYEHUE J1Ta0OpPaTOPHOIro OOCIEAOBaHUS, MPOBEJICH MOHUTOPUHT JIETEH B
TEUYEHUE I0J1a C UCIIOJIH30BAHUEM KIIMHUKO-aHAMHECTUYECKHUX M JTa00PaTOPHBIX METOIOB
uccienoBanus. [1oAroTOBIEHBI CTaThbU W JNOKJIAILI HA KOH(GEPEHIIMH, CO3/]aH PETUCTP
najuiMaTuBHOW martosioruu geted  Boponexckoi obmactu (RU  2022621070),
3apeructpupoBana nporpamma aisi O9BM (RU 2024618685). CoBMECTHO ¢ HayYHBIM

pyKoBoJUTENIeM CPOPMYTUPOBAHBI BEIBOJIBI M MPAKTUUECKUE PEKOMEH 1AM H.
CooTBeTcTBHE IMCCEPTANMOHHOIO UCCJIEAOBAHUSA NMACIIOPTY CHENHATBHOCTH

[TonoxkeHust AuccepTauMd COOTBETCTBYIOT MAacHoOpTy crhennanbHocT 3.1.21.
[lenuatpusi. Pe3ynbTarhl HCCIEAOBAaHUS COOTBETCTBYIOT OOJIACTH HCCJIEAOBAHUS
CHEIUATIBHOCTH, @ MMEHHO NyHKTam 1,2,3,6 macnopra cneunuanbHoctu Ilenuarpus

(MEIUIIMHCKYE HAYKH).

AnpobGanust padoThI
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OCHOBHBIE MTOJIOKEHUS padOTHI M PE3YJIBTATHI HCCIEA0BAHUS ObUIH ITPEICTABIICHBI
u 00cyxeHbl Ha 18-i1 PernonansHoM HayuyHOUM KOH(EPEHIINH CTYIEHTOB, aCTUPAHTOB U
MOJIOZIBIX YY€HbIX «l/IHHOBAllMOHHBIE TEXHOJOTUU JUATHOCTUKU M NPOQUIAKTHKU
3a00JI€BaHUM, CTAHJIAPTHI JICUECHUS, MEAUIUHCKOE OOOpYyAOBaHHME M MaTepHalbl Ha
cnyx6e 3mopoBbs Hamum» (Boponex, 2020 rox), IV MexaucuumimHapHOM
MEAMIIMHCKOM (hopymMa «AKTyalbHblE BOMNPOCHl BpaueOHOW MpakTuku. BecHa
Yepuozembsi» (Boponex, 2021 rom), HaydyHO - MPaKTHUUECKON KOH(PEPEHUIUHU IJis
CTYJIEHTOB W OpPAMHATOPOB, NPUYPOUYEHHOM K MPa3THOBAHMIO MEIULMHCKHX JaT
«Bcemupnbiii neHp pebenka. Jlens mneaguatpa» (Bopomex, 2021 r1.), Hay4yHO -
NPaKTUYECKOH KOH(PEpPEeHIMU IJsi CTYIEHTOB M OpPJMHATOPOB, MOCBSUICHHOM
«MexnayHnapogHomy 1HIO opdanHbix 3aboneBanuit»  (Boponex, 2021 r.),
MexpernoHanbHOW Hay4dHO-TIpakTHUeCKOW KoH(epenuunn «llpaktuka neguarpa:
Tpaaunuu u wuHHOBaMM» (Boponexx 2022 r.), MexayHaponHoit koHbepeHIIUn
«HOCTpaHHBIE SI3bIKM B MEIMLMHCKOM 00pa3oBaHUM U 31paBooxpaHeHHH (Boponex,
2022 r.), X MeXIyHapOJHOM MOJIOASKHOM (popyme «HpaBcTBeHHBIE MMIIEpATHBHI B
npaBe, oOpazoBanuu, Hayke u Kyubrype» (bemropon, 2022 r.), MexayHapoaHou
HAy4YHO-TIPAKTUYECKON KOH(EPEHIMH, TOCBSIIEHHON aMsATH 3aCITyKEHHOr0 pabOTHHKA
3npaBooxpaHeHus pecnyonmku Y30ekucran H.A. AOnymmaeBa «VHHOBallMOHHBIC
TEXHOJIOTHH B 3/1paBooXpaHeHnr: HoBbple BO3MOXKHOCTH JJIsl BHYTPEHHENH MEIHUIIMHBD
(Y36ekucran, Camapkana, 2022 r1.), MexBy30BCKOH Hay4yHO-TIPAKTUYCCKON
KOH(EepeHIIH CTYJEHTOB, OPJIMHATOPOB M MOJOJBIX yueHbIX B pamkax HOMK PO
«Boctouno-EBponeiicknii» « AKTyanabHble BOIPOCHI neauaTpuny» (Apocnasib, Boponex,
2022 r1.) MexperuoHaqbHONH Hay4YHO-TIpakTHueckod KoHepeHuuu «llpaktuka
neauaTpa: TPaJulUMd W HWHHOBAUMM, NOCBAWEHHOW 90-1eTHio mneamaTpudecKoro
dakynsreta BITMY um. H.H. Bypaenko» (Boponex, 2023 r.), I Bcepoccuiickoii HayyHO-
IPAKTHYECKON KOH(pEpeHINH, MOCBAIICHHON 90-1eTHio nmeauaTpuueckoro (axkyiabTeTa
«HacnenctBenHble 00JIe3HU y IETEH: pealbHOCTH M BO3MOXKHOCTH JieueHus» (Boponex,
2023 r.), BcepoccuiickoM CTYJI€HUYECKOM HaydyHOM (opyMe CTYJIEHTOB C
MEXIYHapoaHbIM yyacTueM «CTyaeHuyeckas Hayka 2023», mocBameHHsbIi 140-1eTuto co

nHa  poxnenus FOmum AponoBHbl MenneneBori (Cankt-IlerepOypr, 2023 r.),
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MeXBy30BCKOW Hay4HO-TIPAKTUYECKON KOH(GEPEHLUHU sl CTYAECHTOB H OPAMHATOPOB C
MexayHapoaHbiM yuactueM «llepseie 1000 quel, onpenenstoniye xu3Hb» (Boponex,
2023 r1.), BHYTpUBY30BCKOIl CTYAECHUECKOH Hay4YHO-IIPAKTUUYECKONH KOH(pEpEeHLINU
«3HaueHWEe BUTAMHUHOB B OHTOreHe3e uenoBeka» (Boponex, 2024 r.)., IX
Bcepoccuiickas HayyHO-IIpakTH4ecKass KOH(QEpPEHLHs C MEXAYHapOIHBIM Y4acTHEM

«ITumeBas HenepenocuMocTh» (Cankt-IlerepOypr, 2024).

BHenpenne pe3yJibTaTOB HCCJIEIOBAHUS B IPAKTUKY

PesynbpraTel paboTsl BHeApeHbI B jeueOHyo padoty bBY3 BO OJKB Ne2, MIJ
«310poBbIil pedbeHok» (T. Boponex) u B yueOHbIH Mpoliecc Ha Kadenpe hakyabTeTCKon
n naumarusHon neauatpun PI'bOY BO BI'MY umm. H. H. bypaenko Mwunsapasa

Poccun.

Hyb0aukanuu

[To Teme nuccepTarmOHHOTO MCCIIEOBAHUS OMYOIMKOBAaHO 17 medaTHbIX pador,
U3 HUX 4 HAay4yHbIE CTAaThU B U3JIaHMIX, PEKOMEHJOBAHHBIX BhIcIiel ATTecTauMOHHON
komuccueit (BAK) nmpu MunucrepcTBe Hayku U Bbiciiero oopazoBanusi PO, mybnukarmii
B u3nanusax nepeuns PUHI[ — 11. IlomydeHO CBHIETENBCTBO O TOCYAApPCTBEHHOU
peructpanuu 6a3sl gauHbix (RU 2022621070), 3apeructpupoBana nporpamMmma ajis OBM
(RU 2024618685).

O0beM u CTPYKTYpa TUCCEPTANUOHHON PadoOThI

Huccepranus u3nokeHa Ha 162 cTpaHHIIaXx KOMITBIOTEPHOTO TEKCTa, COCTOMT U3
BBEJICHUS, 0030pa JUTEpPaATyphl, TJIaBbl MaTepUalbl U METOAblI UCCIEOBAHUS, YETHIPEX
I71laB  COOCTBEHHBIX  HWCCIICNOBAaHHWM, 3aKIIOYEHUS, BBIBOJIOB, IPAKTUYECKUX
pEeKOMEHJalMi, CIHUCcKa JMTepaTyphl, BkiIoudawomero 184 wuctounukoB (34
oteuecTBeHHBIX U 150 3apyOekHBIX), YeThIpeX MpuioxkeHui. PaboTta mimocTpupoBana

20 tabGaunamu, 35 pUCYHKaMH.
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Taasa 1. TPO®UUYECKAS HEJOCTATOYHOCTD JETEN,
HYXJIAIOIUXCS B OKAZAHUY NAJJTMATUBHOM
MEJUIIMHCKO MOMOILM (OB30P JUTEPATYPBI)

1.1. XapakrepucTuKa Na/UIMATUBHOM MeIMIIUHCKOU MTOMOIIU B

neauaTpumn

B 1996 r. BcemupHas opraHuzamusi 34paBOOXPaHEHUs OIpeAeiania OKa3aHue
najmaTuBHOM meaunuHcko mnomomm (IIMII) nersM kak BakHOE HampaBiICHUE
MEJIMKO-COLIMAIBHOM TOJJIEPKKH HACEJIEHHWI0 W PEKOMEHJOBajda BCEM CTpaHaMm
Pa3BUBAThCS B 9TOM KOHTEKCTE.

C KaxIpIM TOJIOM YHCIIO AETEW, HyXAarommuxcsa B okazanuu [IMII, HeykiioHHO
pacter. MexnayHaponHas ceThb nammmatuBHOM momomn netsM (ICPCN) exeromno
perucTpupyer 6osiee 8§ MUJUTMOHOB HOBOPOXKIEHHBIX JIE€T€H, KOTOPHIE B MEPCIEKTUBE
Oynyt Hyxxaatbes B okazanuu [IMII [123]. CornacHo ganasiM BO3 B 2020 roay, 6osee
56 MIITHOHOB YEJIOBEK BO BCEM MHUPE KaXKbIi roj HyxkaaeTcs B okazanuu [IMII, npu
9YeM M3 HUX JCTH COCTaBJSIOT 0Kojo 6,0% [143]. A B 2017 roay Ctusen P. Konnop u
COABTOPBI OITYOJIMKOBAJIH CTaThIO, B KOTOPOI TOBOPUTCS O TOM, 4TO OoJiee 21 MUJITTHOHOB
JeTel eXXEerolHO BO BceM Mupe HeoOxoaumo okazanue [IMII, uto cocrasisier ot 20 10
125 nwa 10 000 nereit, mpu yem B crnenuanuzupoBanHoil [IMII Hyxnatorcs okosno 8
MUJLTHOHOB Jieteid [67]. C.H. DTkuHI 1 cOaBTOPHI B CBOEM HCCIIEI0BAaHUH TPOTHO3UPYIOT
yTo K 2040 romay uncio moaeu, Hyxkaaromuxcs B okazanuu [IMII, ysenuuurcs Ha 41,2%
[101].

[TannuatuBHas MEIUIIMHCKAS MTOMOIIh B neauaTpun SIBJISIETCS
MEXKIMCIMIUVIMHAPHBIM ~ HAIlpaBJICHUEM, 3aJlaueid KOTOPOTro SIBJSETCS YyIydIIeHUE
Ka4eCTBA )KU3HU JIETEN C YTPOXKAIOIIMMH )KU3HU COCTOSIHUAMMU, a TaKkxKe ux cemen. [IMII
BKJIIOYAET B ce0sl MEpONpUsATHs, HaIpaBiIeHHblE Ha NPO(PUIAKTUKY U OOJIer4eHHe
CTpaJlaHul, CBSI3aHHBIX C OO0JIE3HBIO, BOCCTAHOBIICHHE (U3MUECKUX, COIUAIBHBIX H
JTYXOBHBIX MOTpeOHOCTEN cemMbH U pedeHka. COCTOsIHMSI, KOTOpbIE MOTYT MOTPe0OBaTh

okazanug [IMII:
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1. Cocrosaue, yrpoxaromee xusznu (life-threatening condition) — cocrosiaue,
KOTOPOE MOXKET MOBIIEYb 3a COOOW MPEKICBPEMEHHYIO CMEpPTh peOeHKa, BCIEICTBUE
O0OJe3HH, HO HWMEETCS BEpPOSTHOCTh BBDKMUBAHUA O B3pOCIOr0  BO3pacTta
(oHKONOTHUYECKHE 3a00JIeBaHNUsI, HEBPOJIOTHUECKUE HAPYIICHUSI, OCTPHIE TPABMBI).

2. CocrosiHMe, COKpallawlee Mnpoao/bKuTenbHocTh ku3Hu  (life-limiting
condition) — cocrostHHe, IPH KOTOPOM OTCYTCTBYeT OOOCHOBaHHas HaJeXaa Ha
BEI3IOpoBIeHNEe (Muoauctpodus [lromenna, 6omne3nsr Tes — Cakca, cuaapom [laray,
CHUHJIPOM DJIBap/ica).

3. TepmunanpHOe coctosiHue (terminal illness) — cocTosiHHWE, TMPU KOTOPOM
peOEHOK € 3a00J€BaHUEM HEU30EKHO YMHUPAET.

Ha ocHoBe »TuxX KpuTepueB 0TOOpa MajUIMATHUBHAS MEAMIIMHCKAs MOMOIIh B
NIeIMATPUN OKA3bIBACTCS JIETSM C IIUPOKUM CIEKTPOM IMEpBHYHBIX 3a0oneBanuii [10,
101].

JleTn ¢ OrpaHUYMBAIOIIMMHU W OMACHBIMH JUISl KU3HU 3a00JIEBAHUSIMU, KOTOPbHIE
MPUBOIST K CMEPTH WM TSDKEIION MHBAIMIHOCTH, 3aCITy’KUBAIOT TIIyOOKOUW KYJbTYpPHOU
Y OPTaHU3aIMOHHOM MEPEOIIEHKH TOr0, KaK Mbl 3200THUMCSI O HUX, KOT/Ia IEIbI0 yX0/1a
SBJIIETCSI HE WX BBI3JIOPOBIICHUE, a 00ECIIEYEHNE HAWTyYIEero BO3MOKHOTO "310pOBbs"
u '"KadecTBa OKM3HM', HECMOTpsS Ha uX 3a0oseBanue. JleTH W TOAPOCTKU C
3a00JICBaHUSIMU, OTPAHUYMBAIOIIMMHU >KU3Hb W YIPOXKAIOIMIUMU €U, HYXKJAIOTCS B
HOJIICPIKKE U JUTUTEIIBHOM yxoe [58].

[ManmuatuBHAs TIeAWATPUS SBISAETCS YACThIO TMAJUTMATHBHOW MEIUIIUHBI, OHU
UMEIOT O0IIME IPUHIIMIIBI M MOAXO0bI K OKA3aHHIO TIOMOIITH, HO IPH 3TOM HaJTHaTHBHAS
neauaTpusi UMEeT psiJi CBOMX OCOOEHHOCTEH:

1. B pa3BUTHIX CTpaHax ACTH YMUPAIOT 3HAUUTEIHLHO PEXKE, YeM B3POCIIBIC.

Pa3BuTHe MeOWIMHBI B HACTOSIIEE BpEeMs MO3BOJIMIO 3HAYUTEIHHO CHU3UTH
nokazaTeiu JeTcKo cMepTHocTU. COBpEeMEHHOE OO0IIEeCTBO BOCIPUHUMAET PEAKOCTH
JIETCKOM CMEPTHOCTH KaK HOPMY, XOTsI 3a MOCJEIHUE CTO JET MPOU30IIET MePEX0] OT
MPUBBIYHOTO K UCKIIOYUTENIBHOMY B 3TOM Bompoce [127]. HecMoTpst Ha 3HaYUTEIbHBIE

yCHEXH B COKpALIEHWU JETCKOM CMEPTHOCTH, OHAa BCE PAaBHO COXpAHAETCS IpHU
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OHKOJIOTHYECKHUX, HEHPOJETeHEPATUBHBIX 3a00JIEBAHUSX, Vi ATU MAIIUEHTHI HY>KAIOTCS B
okazanuu [IMII.

2. Paznmuuus B 1€TCKOM U B3POCIION MaJTTMATUBHOM MEUIIMHE B HO30JOTHUECKUX
dbopmax.

I[IMII B memuarpum OKa3bIBaeTCS JCTSAM C IIUPOKUM CIEKTPOM IEPBUYHBIX
3aboseBaHui. JlaHHBIN (DaKT XOPOIIO HIUTIOCTPUPYET MPOCIEKTHBHOE HCCIEAOBAHUE
MIECTH TeauaTpuuecknx Opuraa mamumatuBHol momontu B CoemuHeHHbIX [llTaTax
AMEpUKH, KOTOpble KOHCYJbTHUPOBAIM MO 515 HOBBIM clydassM B TEUYCHHE
TpexmecssyHoro  mepuoga B 2008  romy  [146]. BeisiBiensl  3a0oJeBaHMS:
reHeTuueckue/BpoxaeHubie — 41,0%, HepBHO-MbIlIeuHbIe — 39,0%, OHKOJIOTHYECKHE —
20,0%, 3aboneBanust 6ponxosneroyHoit cucremnl — 13,0%, 3a0oneBaHus KeTyT0IHO-
kumedyHoro Tpakra — 11,0%. Iloutu monoBuHE ManmWeHTaM ObLIa YCTAaHOBJICHA
racTpocTOMa M TPaxeocToMa, U y TPETU OOJIbHBIX ObIIM KOTHUTHBHBIC HapylieHus. B
CTPYKType OOJIC3HEH NeTei, HYXIAIOIMMUXCS B OKa3aHWUU NaUIMATUBHOW ITOMOIIM, B
Poccun mpeobOmamaroT HeoHKoJOTHYeCKue 3aboneBanus U cocTaBisaoT 93,0%, k HUM
OTHOCSITCSL BPOJKIEHHBIC IOPOKU Pa3BUTHS W TeHeThueckue 3aboneBanus — 42,0%,
0ome3Hn cepaedHo-cocynuctoi cuctemsl — 23,0%, 607€3HM HEOHATATLHOTO TTEPUOIa —
12,0%, u npyrue 3aboneBanus coctapisatoT 16,0%. 3nmokadecTBeHHbIE HOBOOOPa30BaAHHUS
B CTPYKType NaJlTHaTUBHOU neauatpuu coctasisior 7,0% [2, 20].

3. TlammuaTuBHAS TOMOIIb OKA3bIBAETCS ¢ MOMEHTA IMIOCTAHOBKHU JHarHo3a.

[TanmmuaTrBHAS ITOMOIIL TPOBOJIMTCS C CAMOT'0 Havalla IIOCTAHOBKH JIMAarHO3a, TaK
KaK OHa CHOCOOCTBYET OOJIETUEHHUIO CUMIITOMOB 3a00JIeBaHUsI, YTO, B CBOIO OYEpPE/ib,
yJIydIIaeT KauyeCTBO KU3HHM MAIlMEeHTa U ero ceMbH [64]. Ha ceroaHsAIIHMi 1eHb HMEIOTCS
pekoMmeHaanuu BeemupHoit Opranu3anuu 31paBOOXpaHEHHUS, B KOTOPBIX TOBOPUTCS O
HEOOXOJMMOCTH COCTAaBJICHUS WHIWBHIYyAJIbHOTO TUIAHA TIO YXOIy 3a pPEOCHKOM,
HyxaaromumMcs B okazanuu [IMII, 0OCHOBHOM LENBIO KOTOPOTO SBJISETCS YIIYUYLICHUS
Ka4yeCTBa JKU3HH HE TOJBKO MAIMEeHTa, HO U €ro ceMbH [58].

JleTssM ¢ XpOHHUYECKMMHU 3a00JI€BaHHUSAMU, HANPUMEP, C MYKOBHUCIIHUJIO30M HJIU
TSDKEJTBIMHA HEBPOJIOTUYECKUMH HAPYIIEHUSIMHA MOKET ITOMOYb BBEICHHE B IUIAH JICUCHUS

HMH, €CJIIM CHMIITOMATUYCCKOC JICYHCHUC 3aTPyAHCHO. ODTO YacTO CTaHOBUTCSA
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OUEBHJIHBIM BO BpeMsl YXYIIICHUS COCTOSHUS 370POBbSA, UYTO MPUBOAUT K
HEOIPEICIICHHOCTH B OTHOIICHHH PE3YJIbTATOB M BIIMSICT HAa KadecTBO >Ku3HM [171].
Upe3sMepHO ONTHUMHUCTUYHBIE OLEHKH TMPOTHO3a SBISIOTCS  PaclpOCTPAHEHHBIM
NPEMSITCTBHEM JUIsI Hadajda MauimatuBHOH miomormm [58]. OmHako BHeIpeHHE
NaUIMaTUBHOW TOMOIIM HE O3HAYAET, YTO OCHOBHBIE METOJbI JIeUeHUsl 3a00JeBaHUsA
JOJIKHBI OBITH TpeKparliensl [87, 171].

4. AnaToMO-(pHU3HOIOTHYECKHEe OCOOCHHOCTH CTPOCHHUS JETCKOTO OpraHu3Ma.

B memsx neueHus HEOOXOAUMO TMPUHUMATh BO BHHUMAHHME BO3pAacTHBIC
OCOOEHHOCTH JIETCKOTO OpraHu3Ma, BiIHsSHUE ()OHOBOM MATOJOTHMU, a TaKXKe
(hapMaKkoJIOTMYECKOE B3AUMOJICHCTBUE PA3IMYHBIX JIEKAPCTBEHHBIX MTpenaparos [2].

5. Bo3pactHbie 0COOEHHOCTH KOTHUTUBHOM U AMOIIMOHATILHOM J1eITeIbHOCTH.

[Tpu okazanuu [IMII netsiMm HEOOXOIUMO KCTIOJIB30BATh CHIEIU(PUUIECKUE METOIBI
oOcJieIoBaHMs U CHEIUaIbHbIC HABBIKK OOIICHUS, YUUTHIBAas BO3PACTHBIE OCOOEHHOCTH
JIETCKOr0 OpraHu3Ma.

HecmoTpst Ha TO, YTO pOUTENH SIBISIOTCS 3aKOHHBIMU MPEICTABUTEIIMU PEOCHKA,
HEO0OXOAMMO 4YTOOBI J1IeTU ObUTM BOBJICYECHBI B MPHUHSATUU pelIeHUN o JjedeHuu [79].
Heobxoanmo noMoub pedeHKY NOHSTh, YTO MPOUCXOIUT C €r0 OPraHUu3MOM (PU3HYECKH,
HSMOIIMOHAJILHO W JyXOBHO, M TEM CaMbIM oOOecrneduTh emy KomM(pOopT, CHHU3UTH
OecriokoiicTBo [155].

6. DTUueckue npoodJIeMBbl.

B kaxoii-To MOMEHT H3JieueHre CTAHOBUTCS HEPEaTbHBIM UJTU Teparivs OOJIbIIE HE
MPUHOCHUT TIOJIB3bl JIETSAM C OMACHBIMM JIJIS JKM3HU 3a00JICBAaHUSAMH, U IIEJIH JICUCHUS
MEHSIIOTCSI. YXO0/ B KOHIIEC )KU3HU HalpaBJieH Ha o0ecrieueHre kompopTa yMUPAIOIIETO
pebeHKa 1 MUHUMH3AIUIO CTPAIaHUHA KaK JIJIs MAIMeHTa, TaK U JIs ceMbu. K aTHdaeckum
OCOOCHHOCTSIM B MAJUTMATUBHON MEAUATPUN MOXKHO OTHECTU MOJATOTOBKY M MOACPIKKY
pebenka u cembu K yxomy. llamnmaTuBHas cemamnusi HUCIHOJB3YETCS B KAaYeCTBE
MOCJIEAHEr0 CPEJCTBA, KOT/Ia BCE JIPYrMe€ METOJbl KOHTPOJS CTPajJaHUi HE MOMOTJIHU
[144]. Ona obecrnieunBaeT AOCTATOYHOE YCIIOKOEHHUE, 4TOOBI PEOCHOK C MaTHAaTUBHOM
OOJIE3HPIO TIOTEPSTT CO3HAHUE C IENbI0 00JerdnTh ero crpaganus [35]. Ogaum u3

HanOoJIee CII0KHBIX aCIIEKTOB BCACHHUA HCHU3JICUHMMO OO0JILHBIX MalMCHTOB SABJIACTCA


https://www.uptodate.com/contents/pediatric-palliative-care/abstract/14

17

pelieHrue 0 TOM, CIEAyeT JIM HAYMHATh UCKYCCTBEHHOE NMUTAHUE WA TUApATAIUIO MPU
HEBO3MOXHOCTH CaMOCTOSITEJIbHOTO Tmpuema. Jlo CUX Top OCTaercss HESICHBIM,
oOecrieynBaeT JiM MUTaHUE U THIpaTaIus JOCTATOYHYIO MOJIb3Y, YTOOBI OMpaBaaTh PUCKU
€ro W3BECTHBIX OCJIOXKHEHWUW (HampuMmep, pBOTa © acmuparus). Mubsr 00
00€3BOKMBAHUU U TOJIOJIaHUU MOTYT MPUBECTU K HAYaIly JUETOTEPAllUU U TUApATALUU
0e3 aJleKBaTHOM OILIEHKH €€ OCJOKHEHUH M MOTEHIIMAIIBHOIO OTCYTCTBHUS MOJB3bI |35,
144]. Ortka3 OT MCKYCCTBEHHOTO THTaHUS B KOHIIC JKU3HU CHIDKAET PHCK YIYIIb,
acrupalry, pBOTHl U OJIBIIIKUA, & TAKXKE MPUBOJUT K KETO3Yy, KOTOPBIMA MPOSBISETCS
OTCYTCTBUEM amleTUTa, CHIKEHUEM 00JIEBOTO MOpora u Jierkoil siidopueit. Mepsl no
peaHuMaIuy ¥ HOIJICPKAHUIO )KU3HU y peOeHKa C MaJUTMaTUBHBIM 3a00JICBAHUEM TaKHUE,
KaK MHTYOAaIus JOCTYITHBI JJa)Ke B KOHIIE KU3HU. PaHHee 00CykIeHHEe MO3BOJISET AETIM
U POJUTEIISIM NIPUHUMATH PEIICHUS, COOTBETCTBYIOIINE UX IIEHHOCTSM U ILIEJISIM yXOJa
[35]. DTa oreHka MOMKHA YYUTHIBATH, MPHUBEACT JIM KAKOC-THOO W3 TMpeaaracMbIxX
BMEIIATEILCTB (HapuMep, HHTYOAIus, KOMIIPECCHS TPYTHOM KIETKH, 1e(PUuOpUILISIIHS)
K JKEJIaeMOMY PE3yJIbTaTy.

7. [lognepkKa CEMbU B CBSI3U C TSKEJIOU yTPATOH MOCIe CMEPTH peOeHKaA.

Bonb yTpaThl mocie cmepTu pedeHka it poauTesei, OpaThbeB U CECTEP U APYTUX
YJICHOB CEMBbU MOXET ObITh MYYHTEIIbHOU, CIOXHOW M MpoaosnKuTensHoi [141]. Psan
(GaKkTOpOB OTJIMYAET TSIKEIYIO YTpaTy pPOJUTENEH: cMepTh peOEHKa MPOTUBOPEUUT
€CTECTBEHHOMY MOPSAKY COOBITHM, POJUTENN UCTIBITHIBAIOT HEOOXOIUMOCTD 3alUIIATh
cBOero pebeHka, 00IpHO HAOIIOATh 33 CTPAAAHUSIMU CBOETO PEOCHKA, POIUTEIN MOTYT
UCIIBITHIBATh TIOTEPI0 CBOEH POAUTENLCKOM HAEeHTUYHOCTU [35]. bpathsi u cectpsl,
MOTEPSABIINE OJIM3KUX, MOTYT UCIIBITHIBATH COITUATIBLHYIO M30JISIIIUIO U OTUYXaeHue [ 126,
144]. BoBneyeHnue OpaTheB W CecTEp, MPEIOCTABJICHHE WM BO3MOXKHOCTEH IS
BBIPAKEHUS CBOMX YYBCTB, & TAK)KE BBISIBIICHUS M YIOBJIECTBOPEHHUS UX MTOTPEOHOCTEN —
BCE 3TO JI0KA3aJI0 CBOIO MOJIb3Y B MAJUIMATUBHON TeauaTpuu [126].

8. MexaucuuiinHapHas KOMaHaa JiJisi OKa3aHUs KAYeCTBEHHOW MaJNTMaTUBHOMN
MTOMOIIH.

Oxazanune [IMII B meamatpum 00s3aTE€IbHO OPraHU3YeTCs C MPUBICYCHHUEM

MC}K,Z[HCHHHHHHapHOﬁ KOMaHJbI, B KOTOPYIO BXOJAT MCIULIMHCKHUEC H COIHAJIbHBIC


https://www.uptodate.com/contents/pediatric-palliative-care/abstract/7
https://www.uptodate.com/contents/pediatric-palliative-care/abstract/1,127-130
https://www.uptodate.com/contents/pediatric-palliative-care/abstract/132,133

18
pabOTHUKHM, a Takxke mneaaroru. TOJbKO COBMECTHBIMU YCHIIMSIMH BO3MOXKHO
YIOBIETBOPUTHL Bce MoTpeOHOCcTH neteit [157, 179]. V mamumeHTa M €ro CeMbU €CTh
NOTPEOHOCTH JOJITOCPOYHOIO COTPYAHHYECTBA CO BCEW MEAUIIMHCKONM KOMaHAOW, 4TO
omnpeaensaeT 3ppexTuBHOCTh okazanus [IMIT [179].

9. BO3MOXHOCTh NIEpUHATAILHON MAJNIMATUBHON MTOMOIIIH.

[lepunaranpHas namwmaTtuBHas nomoins (IIIIII) — oTHOcHTENBHO HOBOE
HarpasieHue B Poccun, KOToOpoe 0CHOBAHO Ha MEXIUCLMILUIMHAPHOM MOAXOE HA CTHIKE
TMHEKOJIOTHH, akymepcTBa U HeoHarosoruu. llenwsro IIIIII saBasiercs noanepkka
OepeMeHHOM JKEHIIUHbI, CEMbU HaUMHAsi C MOMEHTA YCTAHOBJICHHS TUAarHo3a, BO BpeMs
pOlIOB, U B mOciIepogoBoM mnepuoae. CeMbU NOJIY4arOT BBITOAY OT BO3MOKHOCTH
MOATOTOBUTBCS M COCTaBUTh IUUIaH [JIO0 POJAOB. DTO IUIAHUPOBAHUE BKJIIOYAET
NOJAJIEP)KUBAIOIIMN YXOJI 32 MaTepbl0 BO BpeMs POJOB, y4acTHE OTIA, KOrJa 3TO
HE00XO0IMMO, U TUTaHBI YXO0/a, YYUTHIBAIOIINE PAa3IMUHbIE UCXObI IS peOeHka. MoxeT
ObITh pa3paloTaH IJIaH POJIOB, B KOTOPOM YyKa3zaH IUIaH yXOJa 3a PEOCHKOM IOCIe
ponoB. KomMyHuKaius sIBJAsSETCS BaXXHOW YacCThIO TUIAHUPOBAHUS M TapAHTUPYET, YTO
BMEIIIATEIHCTBA, COOTBETCTBYIOIIUE IEJISIM POJAUTENIEH B OTHOIIICHUH UX peOeHKa, Oy IyT
peanu3oBanbl. [Ipy HEOOXOAMMOCTH MEAMIIMHCKUNA MEPCOHAI BMECTE C POIUTEISIMU
MOTYT pa3paboTaTh IUIaHbl ogACpPXKKH [24, 27, 179].

JlanHabie 0COOCHHOCTH TIOKA3bIBAIOT, YTO MAJTMATHUBHAS MEIUIIMHCKAs MTOMOIIb
JETSAM SIBIIIETCS CaMOCTOSITEIbHOM MEIMIIMHCKON CIEeNHAIbHOCTBIO0, KOTOpasi TpedyeT
0COOEHHYIO TOJITOTOBKY MEIULIMHCKOTO TIepCcoHaIa.

[IMII npeanbHO MHTETPUPOBAHA B YXOJ 32 JIOOBIM PEOCHKOM C MOTEHLHUAIBHO
OIMACHBIM JJIs1 )KM3HU 3a00seBaHueM. [laTonornyeckue coCTosHUSA, KOTOPBIE JAIOT IPABO
Ha TIOJIyYCHHE MAJUTHATUBHOMN TTOMOIITH, ObUTH OTHECEHBI K TISITH KaTETOPHUSIM

1. Kuszneyrpoxawmue COCTOSAHMS WM 3a00JieBaHUs, Ui  KOTOPBIX
KypaTHUBHOE JICUCHUE BO3ZMOKHO, HO OHO MOXKET OBbITh HEdhekTuBHBIM. Okazanue [IMI1
MIOKa3aHo, KOIJa Tepamusi HE [aeT IOJIOKHUTEIBHOIO pPE3ylbTara WM BO BpeMs
o0octpenust coctosiHuda. [lpm 3TOM, TpU [JOITOCPOYHOM PEMUCCHHM WIIM TOCHEe
YCHENIHOTO JICYEHHUsI TMAIMEeHT He OyJeT HYKIAaThCSd B OKAa3aHWHM MATTHATUBHOMN

MCI[I/IIII/IHCKOI\/’I ITIOMOIIIH. (BKCTpeMaJIBHO HHM3Kas Macca TeEjla IIpH POXICHUU,
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3JI0OKAYECTBEHHBIE HOBOOOpA30BaHMS, HEOOpaTUMas HEIOCTATOYHOCTh BHYTPEHHUX
OpPraHOB - CEp/IlE, MOYKH, ICYCHB ).

2. 3a0oneBaHusi, TMpPU KOTOPBIX JUTUTEIIbHOE HMHTCHCHUBHOE JICUCHUE
HaIpaBJICHO HA MPOJJICHUE >KU3HU U MO3BOJSET BECTH HOPMAJIBHYIO aKTHBHOCTb, HO
BO3MOYKHA MPEXKACBPEMEHHasi cMepTh. MOTyT ObITh JUTUTENIbHbIE TEPUO/Ibl MHTEHCUBHOU
Tepanuu, HalpaBJICHHON Ha MPOJUICHHUE KU3HU U MO3BOJIAIONIEH BECTH OOBIYHYIO KU3Hb
(MyKOBHUCIIA03, HEUPOJCTCHEPATUBHBIE 3a00JieBaHUs, CIUHAIbHAS  MBIIICYHAS
atpodus, BUY/CIIM]J], HekoTopble BpOXKIACHHBICE TOPOKH CepAla, TiyOoKas
HEJIOHOIIICHHOCTB ).

3. [Iporpeccupyroiire cocTosiHus 0€3 BO3MOXKHOCTEU KYpaTUBHOTO JICUCHMUS,
Tepanus KOTOPBIX SBIMETCS MNAJUIMATUBHOM C MOMEHTAa YCTAaHOBJIEHUS JUarHo3a
(MyKomonucaxapuao3sl, 00ye3Hs barrena).

4, HeobOpatumMble, HO HE MPOrPECCUPYIONIUE COCTOSHUA C  TKEIOU
WHBAJIMJHOCTBIO M TOJBEPKEHHOCTHIO TAIMEHTA OCJIOKHEHUSIM W BEPOSITHOCTH
MPEXKICBPEMEHHOM CMepTH (TshKenble (POpMBI JETCKOTO IEepeOpalIbHOTO Mapajinya,
TeHETHYECKUE HapyIIeHUsI, HEJIOHOIIEHHOCTh, MOBPEXIECHUS T'OJIOBHOTO/CIIMHHOTO
MO3ra).

S. HepoauBivecss netv, KOTOpblE MOTYT HE JIOKUTb 1O POXKIACHUS
(HOBOpOXIEHHBIC, KOTOPbIE MOTYT TIPOKHTh HECKOJIBKO YacoB WJHM JIHEH,
HOBOPOJXKJICHHBIE C TPYOBIMHU MOPOKAMU Pa3BUTHS, IPEACTABISIONIMMU YIPO3Y >KU3HU,
HOBOPOJKJICHHBIEC, KOTOPHIM MPOBOJWIIA MHTEHCHUBHYIO TEPAIUI0, HO Y HUX Pa3BUIIOCH
HeusaeunMoe 3abonesanue [2, 10, 27, 58, 167].

B ocHoBe okazaHus MaJIMaTUBHOM MEAMITMHCKOM TOMOIIU JETAM BCEX MSATH
BBILIETIEPEYUCIIEHHBIX TPYI JEKUT MYJIbTHAUCIUIUIMHAPHBIN MOIXO0/1, HATPaBJICHHbBIN
Ha KOpPEeKIui0 (U3UYECKUX CHUMITOMOB, HApYIIAOIIUX KAaueCTBO JKU3HU peOeHKa, a

TaK)ke Ha MPOQPUIAKTUKY OCIOKHEHUN HEU3JICUUMON OOJIe3HH

1.2. MyabTHANCHUIUINHAPHBIN MOAX0/ K pe0eHKY, HYKIAK0IIEeMYCs B

NAJJIMATHBHOM MOMOIIH
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[To mMepe mporpeccupoBaHUsS CUMIITOMOB 3a00J€BaHUS YCHINAS MEIUIIUHCKOTO
MEPCOHANA MEPEXOJAT OT JICUEHUS K OKA3aHUIO NAJUIMATUBHONW MEIUIIMHCKON TTOMOUIU.
O¢ddexrusnas [IMII Britouaet B ceds:

1. ITpouHbIe OTHOIICHUS MKy MEIUIIMHCKOM OpUTaIoi, peOSHKOM U CEMbEH.

2. IlocraHoBka 1ieniel, HaNpaBJICHHBIX Ha YIyYIICHHWE KadyecTBa IKWU3HH,
obJieryeHue cTpagaHui.

3. OG0CHOBaHHOCTH MPUHATHE PEIICHUN B COOTBETCTBHH C IETISIMU yXO/a.

4. IloaroroBka pebeHKAa U CEMbU K OKa3aHUIO IMOMOIIU B KOHIIE KU3HH, JICUCHUE
CUMIITOMOB, BBIOOP MECTa CMEPTU U 00CYKJICHUE BCKPBITUS U IOHOPCTBA.

5. Ilonnepxka ceMbH B CBSI3U C YTPATOM MOCJIE CMEPTH peOCHKaA.

6. YcrpaHeHHE CHUMIITOMOB, CBSI3aHHBIX C 3a00JICBaHUSAMH M C TOOOYHBIM
JICVICTBUEM TEPAMUHU.

VY pebeHka ¢ MaJVIMATHBHBIM CTATyCOM HMEET MECTO MOpPaKEHHE Pa3IUYHBIX
OpraHOB M CUCTEeM. BO3HHKAIOT CIIEAYIOITHE CUMIITOMBI: 00JIb, OJIBIIITKA, TOITHOTA, PBOTA,
aHOPEKCHUSI, CHUYKEHHUE MACChI TeJIa, IeTpeccHsi, BO30YKIEeHUE, KPOBOTEUEHUS, CYI0POTH,
HapyIlIeHUe CHa, BCE ATO IMPUHOCHUT OECIOKOMCTBO HE TOJBKO IAIMEHTY, HO M €ro
okpyxenuro [49, 61, 64, 87, 126].

Campblii 9aCThl CHMIITOM, KOTOPBIM OCCITOKOUT MAJJTMATHBHOTO MAITUEHTA 3TO OOJIb.
KpaiiHe BaXHO MNpPOBEJACHHE JMArHOCTUKH, OMNPEACICHUS W YMEHBIICHHE €€
WHTCHCUBHOCTH [2, 49].

ITokazaTenu 4acTOTHI AbIXaTEIbHBIX JIBUKEHHUH, HACBIIIICHUS KPOBU KHUCIOPOJIOM,
YpPOBHSI Ta30B B KPOBM HE 0053aTEIbHO KOPPEIUPYIOT C BOCIHPHUSTHEM OJIBIIIKH
nalnueHToM. PeGeHOK MOXKET COOOIIUTh O CTEMEHU AUCTPECCa, CBSI3aHHOTO C OJIBIIIKOMH,
UCIOJIB3YS BU3YaJIbHYIO IIKATy, UCIIONB3YEMYIO JUIsl u3Mepenus 6omnu [2, 116]. Jleuenue
OJBIIIKK OOBIYHO HAMNpaBJICHO Ha BBHISIBJICHUE U JICUYCHUE OCHOBHOW MPUUYUHBI:
3a00yIeBaHUs JIETKUX (HAIpUMep, MHEBMOHHIO), aHEMHIO, OOCTPYKIIUIO JBIXaTCIIbHBIX
MyTel U3-3a OMYXOJIU U CEPACUHYIO HEJOCTATOYHOCTh M3-3a MOPOKOB cepana. Onuonab
SIBJISIFOTCSL OCHOBHOM MEIUIIMHCKON Teparuei, UCIoab3yeMOon JJisi 00JIETYeHHs] CTOMKON

OJBbIIIKH. I[pyrI/Ie BMCHIATCJILCTBA BKIKOYAKOT HMHIAJSIIWKU KHUCIIOPOAd, IPOBCTPHUBAHUC
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NOMEIICHNS, HU3MEHEHHE  IIOJIOKEHUS  Tela, a  TakKe MUOPEJIAKCaHThI IPU
COITyTCTBYIOIIEM OecriokoiicTe [116].

HapymieHns cHa y neTeil BKIFOYarT TPYAHOCTH C 3aChIIaHUEM, PAHHEE YTPEHHEE
npoOyXAeHHE, TEPUObl CIUIIKOM MPOJOJDKUTENBHOTO cHAa. COH MOXKET YIy4IIUTHCS
IpU JIEUEHUU COIYTCTBYIOIIMX COCTOSIHUHM (Hampumep, Oosu, nenpeccuu). Jledenue
BKJIOUAET (papMaKoJIOrMuecKue u Heapmakoaoruueckue Meronsl. [lcuxonoruueckue u
MOBEJACHYECKME BMENIATENbCTBA BKJIIOYAIOT OrPAaHUYEHUE CHA, OOyYEHHE CHY,
penakcalMi ¥ KOMOWHAIMM 3THUX METOAOB JieueHHsA. DapMakoJOTHYEeCKUE METO[bI
J€YeHHUs] BKJIIOYAIOT B ce0s NpUMEHEHUWE MEJAaTOHWHA, AHTHJIETPECCAHTOB,
HelponenTukos [2, 43].

TowmHoOTa ¥ pBOTA SBISIFOTCS PACIPOCTPAHEHHBIMU CUMIITOMAaMH y MALIUEHTOB C
XPOHUYECKUMH  3a00JIEBaHUSIMU, KOTOPbIE MOTYT OBITh BBI3BAHBI OCHOBHBIM
3a00JiIeBaHUEM WIH MMOOOYHBIMU 3PPeKTaMu MEAUKAaMEHTO3HOTO JieueHus. Jlexaras B
OCHOBE MAaTO(PU3UOJIOTHS TIPEJICTABIIAECT COOO0M CIIOKHBINA MPOIIECC, KOTOPBIM BKIIOYAET B
ce0s1 ablOMUHANBHBIA BaryCHbId apPpepeHTHbIN BXOJl, BECTUOYIISIPHYIO CUCTEMY U JIBE
o0jacTi CTBOJA TOJIOBHOIO MO3ra: 00JacTh MOCTPEMbl M SAPO OAMHOYHOIO ITYTH
(pBOTHBII 1eHTp). HeilpoTpaHCMUTTEPHI, UMEIOLIUE EPBOCTENIEHHOE 3HAYEHUE B ITOM
npolecce, BKIIOYAIOT TUCTaMHUH, A0(aMuH, CepOoTOHHMH U BewecTBo P. Jleuenue
CUMIITOMOB OCHOBAHO Ha OIPEEIICHUH U YCTPAaHEHUU OCHOBHOM NpUYMHEL. JIekapcTBa
MOTYT BBI3bIBaTh TOLIHOTY, TO3TOMY MOXET MOTPEOOBATHCS UX OTMEHA WJIM 3aMeHa. B
KauecTBE MPUMEpa, OMUOUIBI SBISIOTCS PACTIPOCTPAHEHHBIM HCTOYHUKOM TOIIHOTHI U
PBOTBI, TIOCKOJIbKY OHU CTUMYJUPYIOT 00JacTb MOCTpeMa, ONOCPEIOBAHHYIO
peuenTtopaMu JomamMuHa 2 W BECTUOYJSIPHOM CHUCTEMOW, a TakXe BBbI3BIBAIOT
3anopsbl. JledueHne BKIIOYAET 4YEpeJOBAHHME PA3IMYHBIX OMUOMJIOB, MNPO(PHUIAKTUKY
3all0OpOB U UCIIOJIb30BAHUE aHTArOHKCTOB T0OPaMHUHOBBIX perentopos [49, 149].

AHOpekcHsT M KaxeKkcusi OOBIYHO HaONIoNalTCs MpU  [POTPECCHPOBAHUU
3aboneBanus [2, 64, 126]. CnocoOcTByromue GakTopbl BKIIOYAIOT: 00Jb, JIEKAPCTBA,
JENPECCHs], CAMIITOMBI CO CTOPOHBI JKEITyI0YHO-KHUIIIEYHOT O TPAKTa, TAKKE KAK TOIIHOTA,
3arop, TaCTPUT, racTpodzodareanbHyto peIroKCHYI0 001€3Hb, KaHIUI03 MOJIOCTH PTa U

nucharuro [2, 49, 126]. Jleyenue AODKHO OBITH HAIPABICHO Ha BBISBICHHbBIC
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npuauHbl. DapMaKOIIOTHYECKHE BMENIATEIhCTBA, KOTOPHIE MOTYT TOBBICHTH amIETHT,
BKJIIOYAIOT MEreCTPOJia aleTar, KaHHAOMHOUbI U TIIIOKOKOPTUKOCTEpouabl. VX monb3a
MOKET ObITh OIPAaHUYEHHON U MOKET HE MPUBECTH K OKUJAEMOMY YBEIIMUYEHUIO MACCHI
Tea, JaKe eCJIM HaOJIIoJaeTCs MOBHIICHNE anmeTuTta [61].

CnabocTh ¥ OBBIIIEHHAs YTOMJIISIEMOCTb SIBJIsIETCA HanboJliee pacpoCTPaHEHHBIM
CUMIITOMAaMHU B TIOCJICIHUN MECSII )KU3HHM JeTelt ¢ onkosoruei [49, 155]. Yrommsemocthb
MOXET pPa3BUBAThCS BCJCACTBUE HAIMUMUs y peOCHKa aHEMUU, BOCHAIUTEIHLHOTO
mpoiiecca, ACNPEeCCUBHOTO COCTOSTHUS, TPO(DUUECKOW HEAOCTATOYHOCTU WM SIBIISITHCS
noOouHbIM 3(PEeKTOM Mpuema JIeKapCTBEHHbIX mpemnapaToB [163]. Tak, onuoujHbIe
aHAJBIeTUKU MOTYT MPOBOIMPOBATh CHIKEHUE aKTHBHOCTH TammeHTa [49, 61, 163].
JleueHue TOJKHO OBITH HAIIPABJICHO HA YCTPAHEHUE IPUYKMH PAa3BUTHS YTOMIIIEMOCTH [2,
35].

Y namueHToB € MAUIMATUBHBIM CTAaTyCOM JOCTaTOYHO YacTO Pa3BUBAIOTCS
CHMITOMBI JICIPECCHUU, TPEBOTHU U pazfpaxkutenbHoctu [ 113, 150]. ITpu aTom, nHOT1a MIX
KpaitHe cnoxHO auddepenuupoBath OoT (uiznueckux [93]. 3adacTyro oHM OyayT
B3aMMOCBSI3aHbI, U HEOOXOJUMO YCTPAaHUTh KaXJbIH W3 HUX, UYTOOBI OOJICTYHUTH
cocrosiHure pedenka [150].

XOTS Ha JaHHBIM MOMEHT HMMEIOTCS OTpaHWYCHHBbIC HaHHBIC, JIs JICUYCHUS
nernpeccun U TpeBoru y aerei ¢ [IC ucnonb3yroTcs Kak MCUXOTepareBTUYECKHUE, TaK U
ncuxo(apMaKoJIOrHyecKue MeTobl jeueHusl. K HUM OTHOCSTCS: HEMEIUKaMEHTO3Has
Tepanusi (METOJl yHpaBISIeMBbIX OOpa3oB W THIMHO3) W (papMakoJIOTHUecKas Teparus
[142]. BapuanThl MEIUKaMEHTO3HOW Tepaluu BKJIOYAIOT B Ce0sl CEICKTUBHBIC
MHTUOUTOPBI OOPATHOTO 3aXBaTa CEPOTOHMHA, KOTOPBIE SIBIAIOTCS O€30MacHBIMM IS
nerei, Hyxaarormxcs B okazanuu [IMIT [35, 142].

VY mnanueHToB ¢ aHEeMHEWl MOTyT pa3BUBAaThCA CIa00CTh, ofbImiKa. [Ipu sTOM
NepeIMBaHUE DPUTPOIIUTAPHON MACCHI MOXKET YJIYUIIUTh Ka4eCTBO UX KU3HU TAI[MEHTA
[35, 116]. C TedyeHneM BpEeMEHH CHMIITTOMATHYECKas IMOJIb3a OT MEPEITMBAHHS MOXKET
YMEHBIIAThCS 1O Mepe nporpeccupoBaHus 3abosneBaHus. [lOBBIIEHHBI pUCK
KPOBOTEUEHHUSI MOXKET BOZHUKHYTh y J€TEN C OHKOJIOTMEN M3-3a CHUKEHUS KOJUYECTBA

WM Ka4yeCTBEHHOU ,Z[I/IC(IJYHKHI/II/I TpOM6OIIHTOB. VYV Takux MaMMEHTOB KPOBOTCUCHUEC N3
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CIIM3UCTON 00O0JOYKM MHOT/AA MOKHO KOHTPOJHPOBATH C MOMOIIBI0 aMUHOKAITPOHOBOM
KHUCJIOTHI, BBOJIMMOM MEPOPATbHO WM BHYTPUBEHHO 11 UHTHOUpOBaHus PUOpUHOIN3a
[116].

Cypoporn He NpPUYMHAIOT pPEOCHKY, Hy)KaaromeMmycs B okazanun [IMII,
3HAYUTENIbHBIX CTpPaJaHuii, HO BBI3BIBAIOT 3HAUUTEIBHOE OECIIOKOICTBO y CEMbBHU
NAlMEHTa. JINU30/bl CYAOPOT, KaK IPABWIO, BOZHUKAIOT K KOHILY )KU3HH B pE3yJbTaTe
nopaxkennas [HC. BapuanTel JedeHHs] BKJIIOYAIOT BBEICHHE IEPOPATIBHBIX WIH
PEKTaJbHBIX MPOTHBOCYAOPOXKHBIX MpernapaTos [154].

OOcyxxneHue BONPOCOB HYTPUTHMBHOM MOAJEPKKH MOXKET OBITh 3aTPyAHEHO,
YUUTBIBAasE T[IOyOOKM HMHCTHHKT  pPOJUTENe  oOecrneyuBaTh IUTAHUE  CBOUX
nerteil. JlaHHbI (akT 3aTpyJHSET NOHMMAHUE CEMBbSMU TOrO, YTO HCKYCCTBEHHOE
MUTaHUE B KOHILIE )KU3HU MOKET (haKTHUECKH HaHecTu Bpell. O0ecrieyeHue SHTEPaIbHOTO
U MApEeHTEPaJIbHOTO MUTAHUS MOXET HEe OOpaTUTh BCISTh KaXEKCHUIO, HAOII0IaeMylo Yy
HEKOTOPBIX MAlMEHTOB C 3a00JIeBaHUAMM, YIPOXKAIOMIMMU SKU3HHU (Hampumep,
oHkoJjiorus1) [45]. YV ywactu mereli, HampuMmep, ¢ MOPaKCHUEM CTBOJIA TOJIOBHOTO MO3Ta
OIyXOJIIO ~ LEHTPAJIbHOM  HEPBHOM  CUCTEMBl WIM C  IPOrPECCUPYIOIINM
HEBPOJIOTMYECKUM 3a00JI€BaHUEM MOXET Pa3BUThCS AUcC(arvs. B HEKOTOPBIX ciaydasx
YCTaHOBKA M MCIIOJb30BAaHUE TaCTPOCTOMUYECKON TPYOKH MOXET HE COOTBETCTBOBATH
uessiM JiedeHus. MHoraa MoxeT ObITh pacCMOTPEHO SHTEPATILHOE WU MapeHTepaIbHOE
NUTaHuE, U KpailHe BaXKHO 00CYAUTh U cOaTaHCUPOBATH MPEUMYIIIECTBA BMEIIATENbCTBA
C IOTEHIIUAIBHBIMH OCJIOKHEHUSIMU IO MEpe MPOrpeccupoBanus 3a00eBaHus peOeHKa
[2, 45]. OGcyxneHne IODKHO BKIOYATh CIEAYIOIIME BOIPOCHL:  OMPEICICHUC
MEpOTPUATUNA, KOTOPHIE MOTYT YJIYUYLIUTh COCTOSTHUE pPEOEHKA IMpPU aHOPEKCUU U
KAXEKCUM (HampuMmep, JIEYEHUE 3alopoB M TOLIHOTHI), HO Ba)KHO YYE€CTb, YTO 3TH
BMEIIATEJILCTBA MOTYT OBITb HEI(P(PEKTUBHBIMM B pe3yJbTaTe€ MPOTrPECCUPOBAHUS
3a0ojeBaHNHU. BaxkHO TPOBECTH aHAIN3 BO3MOKHBIX ITOOOYHBIX 3(P(EKTOB SHTEPATHLHOTO
nuTaHus (TOIIHOTA, PBOTA, aCIHUpaIs, OTEKH ), HEOOXOAUMO MPUHUMATh BO BHUMAHHE,
(dakT TOro, 4To JETH MOTY JKUTh B TEUEHHE JUIUTEIBHOI'O BPEMEHHM IIPU MUHUMAJIbHOM

HOTpe6J'IeHI/II/I IIUIIH U ZKUIKOCTH.

1.3. Ilpu4yuHbI HApyHIeHUsI TPOGOJIOTMUECKOr0 cTATyCa y JAeTeil
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Ha naHHBII MOMEHT HapyLICHHWE NMUTAHUA Y ACTEH MOXKET NMPOSBIATHCA B TPEX
dopMax: HEZOCTATOYHOE THTAHMWE, TMepeefaHne | ACPUIUT BUTAMHHOB U
MUKPOHYTPHUEHTOB ("'CKPBITHIN To01").

HytputuBHblid  (Tpo(OJOrMYeCcKuil) CTaTyc — 3TO KOMIUIEKC KIMHUYECKUX,
aHTPOMIOMETPUYECKUX U JIA0OpAaTOPHBIX  TOKazarened,  XapaKTepu3yHIINX
KOJIMYECTBEHHOE COOTHOILIEHHWE MBIIIEUHON U KUPOBOM MacChl Tella MalueHTa. Takxke
YIOTPEONSICTCSI TEPMHUH «IIATATEIBHBIA CTATyC»/ «cocTostHUEe muTaHus» [92]. [Jlns
00O3HaUEHUs  HAPYLIEHUH  HYTPUTUBHOIO  CTaryca  HUCHOJB3YIOT  TaKke
TEPMUH «OEJIKOBO-3HEepreTuyeckas HegoctatouHocThy (BOH) — HegocTaTok sHEpPTUM U
HYTPUEHTOB MUTaHUA JIJIs1 oOecreueHus noTpeOHocTeN (PU3NIECKOro pa3BUTHS peOeHKa
(malnutrition — B auros3pI4HO# UTEpatype) [48].

Llenpro OLEHKH MUTAHMS B IETCKOM BO3PACTE ABJISIETCS MPEIOTBPAILIEHUE JaHHBIX
HapYyLIEHUH TMHUTaHHUsS, KOTOpPbIE TPHUBOJAT K TMOBBIIICHUIO 3a00JIEBAEMOCTH H
CMEPTHOCTH, YTO OCOOEHHO akTyaibHO mNpu okazanuu [IMIIL. [Ins moctukeHus 3Toi
eI Teauarpbl JOJDKHBI 3HaTh HE TOJNBKO (AKTOpbl pHUCKAa HapyLIeHUS
TPO(OJIOrMUECcKOro craryca, HO ¥ OCOOEHHOCTH pOCTa U M3MEHEHHs COCTaBa Teja y
neredl. OCHOBBIBAasICh Ha ATUX JIaHHBIX, HEOOXOJUMO HE TOJBKO MPOBOJIUTH OLEHKY
MUTAHWS, HO ¥ Ha3HAYATh JOMOJHUTEIBHYIO HYTPUTHBHYIO IO IepkKy [147].

Bmusnue BOH Ha cocraB Tena pa3nvyaeTcss y MIIQJCHUEB W JIETEM cTapuiero
BO3pacTa. Y 3I0pOBOT0O peOCHKA IPyAHOTO BO3pacTa B OpraHu3Me NpuMepHo 25% Macchbl
TeNa coctaBisieT xup, 15% Oemok u 60% Boaa [137]. ITo mMepe Toro, kak y peOeHka
IPYAHOTO BO3pAcTa MPOUCXOIUT MOTEPST MACChl Tena, aOCOMIOTHOE KOJMYECTBO KUpa B
opranu3zMe ymeHsbinaercs [124]. Kpome Toro, a0COJIIOTHOE KOJMYECTBO Oejika B
OpraHM3Me YMEHbIIAETCs, XOTS 0Jis OeKa B OpraHu3Me Mo OTHOIIECHHUIO K Macce Tefa
ocTaeTcs HEU3MEeHHOW. Jleth ¢ XpoHMUeCKMMHU 3a00J€BaHUSMH MOTYT UMETh
3HAYUTENbHBIN 1e(UIIUT MAcChl TeJa MO CPABHEHUIO CO CBOMMH CBEPCTHUKAMHU TOTO K€
Bo3pacta [124, 137]. Oqnako aOCOJIFOTHOE KOJMYECTBO MBIIICYHOW MAacChl Teja, Kak
MPaBUIIO, CHUKAETCS B TOPa30 OOJbIIEH CTENEHU, YEM KUPOBBIE OTI0KEHHUS.

[Tpumepno 31,8 mummona aereit (4,5% Bcex nerel B BO3pacTe A0 IATH JIET BO

BCEM MHPE) CTPAJAIOT CPETHETSHKEIOW OETKOBO-PHEPreTUYECKON HEI0CTATOYHOCThIO
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[110]. Eme 13,6 Mmummona neTeil B 3TOW BO3PACTHOM TPYIIE CTPaAaroT Tsokenoit BOH
[55]. V ropazmo Gonbirero uucia nmereit (149,2 mwnimoHa) HaOmogaeTCs 3aJiepikKa
pocta, uyto orpaxaer xponuueckytro bOH [110]. BOH sBasercs npobieMoil B epByro
ouepenb B PETHOHAX C OTPAaHUYCHHBIMU pecypcamu, U ocobeHHo B IOxHoW Aszum
(Bxirouast Adranucran, Uunuto, [Takuctan, banrnanem u Henan) u B ctpanax Adpuku
K tory ot Caxapsl. Ho, k cokaneHuto, 1aHHasi ATOJIOTHUsI BCTPEYAETCS] U B PA3BUTHIX
CTpaHax, OCOOCHHO y JIeTel, HYKIAIOIMUXCS B OKa3aHUU MaJUTMATUBHOW METUITMHCKON
nomoinu [2]. BenkoBo-sHepreTnyeckas HEIOCTATOYHOCTh M HAPYIICHHUE JMHEHHOTO
pocTa OOBIYHO BO3HHMKAIOT KaK CIICJCTBHC HEMPABUIBHOTO IHTAHUS, TMOBBIMICHHON
MOTEpU THTATEIBHBIX BEIICCTB WM TOBBIIMICHHONW IOTPEOHOCTH B TMHTATEIbHBIX

BEIICCTBAX y JCTCH C COMYTCTBYIOIMUMU 3a0oieBanusaMu (Tabmwmma 1) [51].

Tabnmuna 1 — @akTopbl pHCKAa HEIOCTATOYHOCTH MUTAaHUS Yy JETEW, CBSI3aHHBIC C

OTAEJILHBIMU 3a00JIEBAHUAMU

Macca Ilorpeonocts B| Hapymenue Hocrosnmupit
3a0osneBanne Pocr npueM
Tesa JHEePrum NUTAHUA
JIEKapCcTB
Aytuzm ! — — * *
XpoHuueckue 3a00s1eBaHU | B ' B *
JIETKHAX
HGTZ‘;P;IQSE‘ZZFE%HHH | o 1 l | w1 * *
MykoBuCcIHA03 l l 1 -
Cungpom Jlayna 1 ! ! *
®deTanbHBIA ATKOIOJIBHBIN
CHHZIPOM l a a a
Bpoxaennslii MOpok cepaua l l 1 *
BUY / CITN A ! — i) —
Cunnpowm Ilpanepa-Buman 1 l l - -
HenonomeHnHocTs l l 1 * *
Onuiiencus — — — — *
Spina bifida | wm 1 ! ! — *
*MOTYT IPUCYTCTBOBATh
— HE BIUAET
|cHKeHue
1yBeIU4YCHUE

B KpynHOM IPOCHIEKTUBHOM HcCClIeIoBaHUU Yy nereid B CynaHe ¢ MOHHKEHHBIM

TpO(bOJ'IOFI/ILIGECKI/IM CTaTyCOM BCPOATHOCTb Pa3BUTHUIA 3a00JICBaHHS C JII/IXOpa,Z[KOﬁ 141
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nuapeeit ninm kamnuieM Obuta B 1,75-2 pasa varme, , 4eM y JeTel, MOTydaBIIuX XOpoIiiee
nutanue [176]. MccnenoBanus neTei, EPeHECIINX OPTOTOMMYECKYIO TPAHCIUIAHTAIIHIO
MEYEHH, JIEMOHCTPUPYIOT YIIYYIIEHHYIO BBDKMBAEMOCTb B T€UEHHE OJIHOIO MecAlla U
OJIHOTO TOJIa CPE/IN TEX, KTO XOPOIIIO MUTAJICS BO BPEMS TPAHCIUIAHTAIIMH, 10 CPABHEHUIO
¢ Temu, kto Hegoenan (100% mpotus 23% u 88% npotuB 38% ais OTHOMECSIYHOU U
rOJIMYHOM BBDKMBAEMOCTH, COOTBETCTBEHHO) [120]. AHalloru4HBIE PE3yNbTaThl OBLIN
OITyOJIMKOBAHBI B 00JIee COBPEMEHHBIX cepusix [55, 110, 112, 124]. KBUHTEH U COaBTOPHI
coOpaimu naHHble U3 30 paHIOMU3UPOBAHHBIX HCCICAOBAHUM, MPOBEIECHHBIX
EBpomneiickoii opraHuzanuedl 1O HUCCIEIOBaHMIO M JedeHuto paka (European
Organisation for Research and Treatment of Cancer) [53]. IlanueHTBl 3amoOIHSIIHA
MIPOBEPEHHBIE ONPOCHUKU O KayeCTBE JKU3HU, BKIIOYAs HAJIMYME AalleTuTa, IMOCIe
MOCTAHOBKU OHKOJIOTMYECKOr0 JuarHo3a. B MHoOrogakTopHOW MOJAENH BBIKHMBaHUS
sBHAasi TIOTEps alllleTUTa TMPEACTaBWIA BAXHYI0 U CTATUCTUYECKH 3HAYUMYIO
MPOTHOCTHYECKYIO MH(OPMAINIO, KOTOpasi MOKa3bIBAET, YTO CHIXKCHHE amlmeTuTa, |,
Tpodryeckass HEJOCTATOUYHOCTh YBEJIMUYUBAET CMEPTHOCThH OOJIBHBIX C OHKOJIOTMYECKOM
naronoruei (p=0,0001).

Y nerelt uMeeT MECTO PHUCK CHIDKCHHS TMUTAHUS U3-3a TOCHUTAIU3AINU,
MEJUIIMHCKUX YCJIOBHM (Hampumep, MUHQPEKIUOHHBIM MPOIECC WM OHKOJOTUYECKOE
3a00JIcBaHKE), NPUBBIYEK  MUTAHWSA, [HIICBOTO  TOBEACHHUSA WM  YPOBHS
akTUBHOCTU. OIlleHKAa NMUTaHUs JOJDKHA MPOBOJUTHCS Y ATHUX JIETEH B NEPCHEKTUBE,
YTOOBI 00ECTICUNTh PAaHHEE BMEIIATEIIHCTBO MIPH BBISIBIICHUN CUTYAIIMH BHICOKOTO PHUCKA.

Hapymienus nutanuss 0COOEHHO 4YacTO BCTPEYAIOTCS Y TOCTHMTAIM3UPOBAHHBIX
nereil. PacnipocTpaHeHHOCTh HeoedaHusi cocTtapisuia ot 6,1% no 14% cpenu nerei,
rocnutanu3upoBanHbix B CIIA u EBpomne, u 32% cpeau rocnuTau3UpPOBAHHBIX B
Typuun [165]. B npyrom wuccnemoBanuu OBUIO MPOCHEKTUBHO H3yueHO 296 netei,
NOCTYMUBIIMX B COMAaTHYECKOE WM XHpyprudeckoe otaenenue [166]. Bo Bpems
npeObIBaHMS B CTAIIMOHAPE (CPEMHSIS MTPOIOJDKUTEILHOCTD 7 JHEH) MOTeps MacChl Tea
npousonuia y 65% mnamuentoB u B 45,0% cinydaeB coctaBmia 6osee 2% OT UCXOIHOU
Macchl Tena npu noctymienuu. B Poccun ot 20% no 40% nereid, HaxoAsIIMXcsl Ha

CTallMOHAPHOM JICUCHHUH, UMCIOT IIPU3HAKU HEAOCTATOYHOCTH ITUTAHUS. B I'pyniry pucka
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IIPEKIIC BCETO BXOSAT ACTH C OHKOJIOTHEH, HEBPOJIOTHYeCKIMH 3a0oJieBanusimu [4, 8, 23,
26, 32]. PacnpocTpaneHHOCTh HapyIIEHUI MUTaHKs Y TOCTIUTATU3UPOBAHHBIX JIeTEH HE
3aBUCHUT OT I10JIa, Pachl WM dTHUUYECKOU MPUHAIIC)KHOCTH. UeM ciioxkHee MeIUIMHCKas
WIN XUpyprudeckas mpodiieMa rnamnyueHTa, TeM 0oJbliie BEpOITHOCTh TOT0, YTO PeOSHOK
HY)KJIaeTCAd B OLIEHKE TPO(OJIOTMUECKOro cTaryca M JUETHUYEeCKOM BMmemiarenbcTBe. K
CO’KaJICHUIO, CJIOXHOCTh 3a00JI€BaHUs 4acTO OOpaTHO MPOMOPIIMOHANIEHA KOJIUYECTBY
BHUMAaHUS, YACNIAEMOT0 MPEAOTBPAIICHUIO HCTOMICHUS WM U30BITKA MUTATEIbHBIX
BELIECTB HA PAaHHUX CTAJUAX 3a00JI€BaHU MMALIUEHTA.

B Hactosiiiee Bpemsi B KaueCTBE CKPUHMHIOBOTO METOAA OLICHKHM COCTOSTHUS
NUTAHUS IPUMEHSIIOTCS Pa3IMYHbIE OMPOCHUKW: CKPHHHMHIOBAs IIKaja OICHKU PUCKa
HenocrarouHoctd nutanus (STRONGkids), mneamatpuueckas 1mikaia OIEHKH
HyTpuTUBHOrO pucka (SPNRS), CKpUHMHT HEQOCTATOYHOCTH NUTAHUSA B NEAUATPUU
(STAMP), nerckas Mopkxmiuickas mkana Hepoctatounocts mutanus (PYMS) [36, 77,
102]. C ux nomoIib0 BO3MOKHO BBISIBIICHHE MAlMEHTOB U3 IPynn pucka. Bo MHOrux
UCCJIEIOBAHMUSIX TOKa3aHO, 4YTO CKpUHUHTOBBIM ompocHuk STRONGkids wnmeer
XOPOIIYIO YyBCTBUTEIBHOCTD ISl BBISIBJICHHSI PUCKA HAPYILIEHUS] HYTPUTHBHOT'O CTaTyca
y TOCIHTAIU3UPOBaHHBIX aerer [1, 77, 133, 168, 169]. BrissicHue pucka pa3BUTHS
TpOo(UYECKON HETOCTATOYHOCTH CIYXKHUT OCHOBAaHUEM J[UIs KOHCYJIbTAllUW Bpaya-
JMETOJIora, a TakkKe pa3pabOoTKU MPOTOKOJIA JAAJbHEHIIET0 BeICHUs MalMeHTa: pacyer
MUTaHMs, BEIOOP BUIA U CMIOCO0a BBEIEHUSI HYTPUTHUBHOU TOIICPIKKH.

JIuxopagouHoe 3a00JieBaHUE WHUIMHUPYET KaTaOOJIMYECKYIO PEaKIHio, KOTopas
NPUBOJUT K OTPULIATEILHOMY OallaHCy MHUTATENIbHBIX BEIIECTB B OpraHU3Me Hu3-3a
MOBBIIIEHHON TOTEPH OPraHU3MOM O€JIKOB, MHUHEPAJIOB M BUTAMHUHOB C MOYOU
[85]. OrpuniatenbHbIii OanaHC MUTATEIBHBIX BEIIECTB COXPAHSAETCS JIO TEX IMOp, MOKa
auxopajika He mnpoiaeT. HecnmocoOHOCT, 00paTUTh BHUMAHUE Ha KPATKUE SIHU30]bI
UCTOLICHUS MUTAaHUS MOXET MPHUBECTH K MOPOYHOMY KpPYTy, B KOTOPOM COCTOSIHHE
nuTaHus peOeHKa yXyIIIaeTcs ¢ KaXIbIM TOBTOPHBIM 3a00JIEBAHUEM U JIETIaeT ero OoJee
YSI3BUMBIM 7151 TOCJIEYIOIINX UH(DEKIUH.

PacnpocTpaHeHHOCTh HEJOCTATOYHOCTH IUTAaHUS CPEAM  OHKOJOTHYECKHX

OONBHBIX B TMEOUATPUM BapbUpyeTCs B IIMPOKUX mpeAenax. Tpoduueckas
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HEJO0CTAaTOYHOCTh MPUCYTCTBYET MPHU TUATHOCTHKE paka 0oJiee YeM y MOJIOBUHBI JETEH B
cTpaHax TpeTbero mupa [68, 160]. B pa3BuThIX cTpaHax JaHHBIN MOKa3aTeNb KOJIeOneTcs
ot 10% nmo 50% [83]. KpoMe Toro, cocrossHue NMUTaHUS MPU MMOCTAHOBKE AUArHo3a
SIBIISICTCS TIPEIUKTOPOM PE3yJIbTATOB JICUCHHS U KadecTBa xu3HU [121]. Jleuenue paka
MOKET CHOCOOCTBOBAaTh HENOEHAaHUI0O B KPATKOCPOUYHOW TEpPCIEKTUBE, BbI3bIBAS
AHOPEKCHIO, MYKO3HUT, PBOTY U auapero [172]. CepuitHble U3MEpPEHHS POCTa, MacChl TeJia
U OIICHKAa pallMOHa MUTAHMS, a TAaK)KE€ U3MEPEHHUE CHIBOPOTOYHOTO albOyMHUHA JOJHKHBI
OBITh CTAaHAAPTHOW MPAKTUKOW MPU JICYEHUH JI€TEH C OHKOJIOTMUECKUMHU 3a00JI€BaHUSIMHU
[47]. JleTm ¢ OCTphIM JIEWKO30M IIOJBEPIKEHBI PUCKY HAPYIICHUS IHTAHUS MPH
IIOCTAHOBKE JMAarHo3a, BO BpEMs JICUECHHUS W TPHU MOCIEAYIOIIEM JHUCIIAHCEPHOM
HaoOmoaenuu [47, 84].

JleTn ¢ HapyuIeHUSIMUA Pa3BUTHS C JABUTATEIbHOM MU KOTHUTUBHON AUCHYHKUIUEH
OJIHO3HAYHO MPEIPACHOOKEHbl K HapyLIICHHWAM IHWTAaHWS. B OXHOM HcCIen0BaHUM
OIICHKA COCTOSIHUS MUTaHUsI Obla rpoBeaeHa y 79 nereit ¢ auarnozamu: LTI, mopoku
passutus LIHC, xpomocoMHbIe HapylIeH s, (eTaabHbI aIKOTOJbHBINA CUHAPOM IO/,
YMCTBEHHAsl OTCTaJlOCTh, BHYTpUyTpoOHble uHpeknuu. Ilomyuensl creayromue
pe3ynbTaThl: MOTPEOJEHUE OHHEPruM Ha MOMEHT BKJIIOYEHUS B HCCIEIOBaHUE,
OINpPENENSIEMOE Ha OCHOBAaHUM aHAIM3a TPEXJHEBHOI'O PAlMOHA IHUTAHMS, COCTABIISIO
npumepHo 80% OT peKOMEH1yeMOil CyTOUHOM HOpMEI. ["acTposzodareanbHbIil pedItokce
(I'9P) ¢ acnupanueir wium 6e3 Hee mnpucyrcTBoBan y 44 w3 79 mNaluueHTOB,
opodapunreansHas aucdarus — y 21 u u3dbuparenpHOe MUIEBOE TOBeneHUEe — y 14.
Yepes 1Ba roja KOMIIEKCHOM Teparuu MOTPeOJICHUE SHEPTUN YBETUYUIoCh 10 123% ot
PEKOMEHYEMOUN CyTOYHOM HOpMBI [71].

OrpaHu4eHHBIN JAOCTYI K MPOAYKTaM MUTAHMS C JOCTATOYHBIM pa3zHOOOpa3uemM
WM MATATEIbHBIM KaueCTBOM M3-3a HEXBATKH JICHET U JIPYTUX PECYPCOB TAKKE MONKET
NpUBECTH K HapymeHussM nurtanus [96]. Hamuume MHOKeCTBEHHOTO aeduIUTa
NUTATENBHBIX MHKPOAJIEMEHTOB MPU OTCYTCTBUU HHEProAeUUIUTHON AMETHl 4YacTO
ONMUCHIBAETCA KaK "CKpbITBIM ronon". Tak, nmpuMeHEHHE BBICOKOKAIIOPUHHON IMHILHA C
MUHHAMAJIBHBIM MUKPO3JIEMEHTHBIM COCTaBOM MOYKET MPUBOAMTH K CHM)KEHHIO LIMHKA,

enesa, ButamuHa A [96, 181].
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K nersiM, moJBep>KEHHBIM PUCKY PACCTPOMCTB MHUTAHUS, OTHOCSATCS MAlUEHTHI C
aHEMUEH, aJUIEPrue U MUIIEBON HEMEPEHOCUMOCTBIO, a TAKXKE JAETH, HAXOASIIMECS HA
CIeIUAJIbHOW JueTe (Hampumep, OE3rIIOTEHOBOM), MMEIOIIUE Ype3MEPHO aKTUBHBIM
oOpa3 KW3HU, WCHBITHIBAIONINEC TPYJAHOCTH TPH KOPMJICHUHM W TNPUHUMAIOIINAC
JIeKapCTBEHHBIC Mpenapatsl [127].

Takum 00pa3oMm, OIICHKA COCTOSHHMS IIMTAHHUS II0OKa3aHa JeTSIM, HMEIOIINM
OTPaHUYCHHBIA JAOCTYH K MPOAYKTaM MHUTAHUS, OONBIIMHCTBY TOCITUTATA3UPOBAHHBIX
JeTed U JeTAM C XPOHHUYCCKUMHU 3a00JICBaHHMSAMHU, KOTOPBIE IOJIBEPKECHBI PHUCKY
HapylieHus: Tpo(OJTOTHUECKOTro cTaTyca B 3aBUCUMOCTH OT CTENEHU WHBAJIUIAHOCTH U

YCIIOBUM, B KOTOPBIX )KMBET PEOCHOK.

1.4. MeToabl OlleHKH TPO(0I0ru4ecKoro craTryca y najlJinaTuBHbIX

nmanueHToB B ne):manuquRoﬁ NMPaKTHUKE

Onenka Tpo(oraOruueckoro craryca OnpaB/aHa, €Clid pPeOCHOK COOTBETCTBYET
YCTaHOBJIEHHBIM KPUTEpPUSM CKPUHUHIA Ha TMOBBIIMICHHBI PUCK pa3BUTHUS OEIKOBO-
DHEPreTUYECKOM HEIOCTAaTOYHOCTH, CHWXXEHUS pOCTa, OXKHPEHUS WM OTCYTCTBHUSA
cOanancupoBaHHOro nutanus [63, 155].

Okcneptel ESPGHAN (2019 r.) peKOMEHIyIOT ONpEAeATh «KpacHble (haarm» ais
BBISIBJICHUSI HEJIOCTATOYHOCTH MUTaHUs y JeTell (umeeT 3HaueHue 1 u Oosee «KpacHBIX

daarosy):

1) pusmueckue npu3HaKu HEJOCTATOYHOTO MUTAHUS, HAIIPUMED, TPOJICIKHH,
CHIDKEHHE Typropa Koxu;

2) Z-score macca teja/ Bo3pact <-2;

3) TKCT <10-ro nepiieHTH/Is B 3aBUCMMOCTH OT BO3pacTa M I0JIa,;

4) OIT <10-# nepueHTHIs;

5) CHibkeHMe MacChl Tejla W/WIM HeCIOCOOHOCTh HabpaTh Maccy Tena [91,156].

[enpto omneHkH TPOGOIOTUIECKOTO CTaTyca B JETCKOM BO3pacTe SIBISAETCA
NpEeIOTBpalllCHHEe HApYIICHUH TMHUTaHWS W COMPOBOXMAMOIIUX WX MOBBIIICHHON
3a00JIEBAEMOCTH U CMEPTHOCTH. [[J1s1 TOCTHXKEHUS ATOM 1eNIM BpauH-TIeUaTPhl TOJKHBI

3HaTh (PAKTOPHI PHUCKA OXUPEHUS U OETKOBO-IHEPTreTUYECKONW HEAOCTATOYHOCTH U
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JIOJKHBI TTOHUMATh 3aKOHOMEPHOCTH POCTa M U3MEHEHHUSI B COCTaBE Tella, KOTOpPbIE
MPOUCXOJAT B JETCKOM M MOAPOCTKOBOM Bo3pacte. KpoMme Toro, oHu MOKHBI yMETh
TOYHO BBIMOJIHATh U UHTEPIIPETUPOBATH PE3YJIBTAThI OLICHKH MU TAHUS.

KommiekcHas olieHKa MUTaHUS COCTOUT U3 YETHIPEX KOMIIOHEHTOB:

1) Coop anamHe3a, U3y4eHUE UCTOPUU TTUTAHUS;

2) ®uzukaIbHBI OCMOTp IMAIMEHTA,;

3) N3mepenune pocta, MacChl Tela U JPYTUX aHTPOIOMETPUUECKUX TapaMETPOB;

4) JTabopaTopHbIE 1 PEHTI€HOJIOTUYECKHUE TECTHI.

[Ipu cOope aHaMHe3a Yy NAUIMATUBHOTO MALMEHTa C TPOQOJIOrHYECKOn
HEJIOCTATOYHOCTHIO BAXXHO YYE€CTh TMPEHATAIBHBIM U TMOCTHATAJIbHBIA aHAMHE3,
bu3nUecKoe pa3BUTUE TIPU POKIACHUH, TUHAMUKY aHTPOMOMETPUUYECKHUX MMOKa3aTeNeH,
MPOBEICHHBIE MEJIUIIMHCKHE BMEIIATENIbCTBA U MIPUEM IIPENApaToOB, a TAKKE HU3YYCHUE
JTHEBHUKA NUTaHus [2]. [JlHeBHUK MUTaHUS — 3TO TPEXTHEBHBIA MUCHMEHHBIN OTYET O
MUTAaHUW, B KOTOPOM TEPEUUCIIEHBI BCE MPOIYKTHI, MOTPEOJICHHBIE B TEUCHHUE ABYX
OyIHUX JHEW M OJIHOTO BBIXOJHOTO JHs. Ha naHHBIE MOMEHT SsBJsIETCS Haubojee
HAJIC)KHBIM MHCTPYMEHTOM JJII KOJIMYECTBEHHON OIIEHKHU (PAaKTUYECKOTrO MOTpeOsIeHus
nuiy. PoauTens WM OMEKYH 3alMChIBACT BUJLI MPOJIYKTOB, KOTOPHIE OBLIM JaHbI
pebeHKy, a Takke CIoco0 MPUTOTOBIICHUS MUIIM W HCTIOJIB30BAHKE JOTOTHUTEIBHBIX
npunpas. KonmruecTBo motpebisieMoil MUIKM B UJCANE JOHKHO OMPENeNsiThCs MyTeM
HM3MEPEHUS Beca KaK10ro 0JIroj1a ¢ MOMOIIIbIO BECOB ¢ IM(ppoBoii nHauKarue. Bee vaiie
JUIA, OCYIIECTBIISIIOIIAE YXOJl, UCIOJb3YIOT CIEIUAIbHbIE MPWIOKEHUS s
cMapT(HOHOB ISl 3alMCH palioHa MUTaHus [65].

KommiekcHast olieHKa NUTaHUS OOBEAUHSAECT AHTPONMOMETPUYECKHE JaHHBIC C
JIPYrol KIMHUYECKOW HH(pOpMAIMEH, BKIIOYAs HaJUYHE WA OTCYTCTBHE OCHOBHOTO
3a00JIeBaHUSI WJIM DKOJOTUYECKUX WJIM TOBeJAeHYeCKuX mnpooseM. Heobxomumo
OTIPEJICNINTh, SABJISCTCS JTU NCPUIUT MUTAHUS OCTPHIM (<3 MECSIIeB) WM XPOHUIECKUM
(>3 Mecs1eB) MpoLEeccoM, a TakKe OTKJIOHEHHS! B MPOJOJILHOM OTCIEKUBAHUM MACChI
Teda W pocta (HampuMep, Ha JuarpaMMe pocCTa), MOTEHIMATbHbIE MEXaHU3MBI,
MPUBOJIAIINE K CHUKEHHIO MOTPEOICHUS MUTATEIbHBIX BEIIECTB U BIMSHUE MUTAHUS Ha

byHKIIMOHAIBHOE cocTosiHue pedenka [102]. s olleHKH ATMHBI, MACChI TejIa, HHIACKCA
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Macchl TeJia y aeteit B Bo3pacte ot 0 10 19 neT Heo0X0IMMO MOIb30BaThCs TAOIUIIAMU H
kpuBbiMu Standard Deviation Score (SDS) pocra, macce Tema, UMT, a Ttakxke
koMIibtoTepHbIMU porpaMmamu WHO Anthro (y aereit 1o 5 net) 1 WHO AnthroPlus
(y nereit ¢ 5 no 19 ner).B cooTBeTcTBUU C pe3yibTaTaMU OIEHKH MOKHO BBIJEIUTH

CJICYIOIINe KPUTSPUHN HApYyIIICHUsS TUTaHus y jgerel (Tadmmma 2) [12, 182]:

Tabnuna 2 — Kputepun HapylieHus NuTaHus y AeTel

JAuaruos OtkJ0HeHue noka3aressi Z-score UMT/Bozpact
B2H Il crenenu Z-score UMT/Bo3pact < —3
BOH |l crenenn Z-score UMT/Bo3pacr ot -2 110 -3
BOH I crenenn Z-score UMT/Bo3pacr ot -1 1o -2
M30b6ITOK Macchl Tena Z-score UMT/Bo3pact ot +1 1o +2
Oxwupenue | crenenu Z-score UMT/Bo3pact ot +2 g0 +2,5
Osxupenue Il crenenn Z-score UMT/Bo3pacrt ot +2.6 10 +3
Oxwupenue 11 crenenn Z-score UMT/Bo3pact ot +3.1 no +3.9
MopOuaHOe 0XKUpPEHHE Z-score UMT/Bo3pact > 4

B nenom, nedunut maccel tena uinu UMT BeI3BIBaeT omaceHus 1Mo MOBOIY OCTPOM
BOH, B To Bpems Kak AePUIMT pocTa WJIA CKOPOCTH POCTA BBI3bIBAET OMACEHMS IO
noBoay xponudeckoit BOH [9, 118].

Jist  pgeteit ¢ omnpefesieHHbIMHA  3a00JIEBAHHMSIMU  JIOCTYIIHBI  CTICIIMAJIbHbBIE
auarpaMmbl pocta: cuHapoMm Jlayna, cunapom Tepuepa, LT [70, 100, 174]. V¥
MAIMEHTOB C IETCKUM IIepeOpaibHbIM MapaIniyoM 4acTo HAOII0daeTcCs 3aJepKKa pocTa,
YTO B MEPBYIO OUYEPE/b CBSI3aHO C TPOPUUECKON HEIOCTATOUYHOCTHIO. Y TAIMEHTOB C
nerkoit ¢popmoit LT moxkeT ObITH HOPMAJIBHBINA POCT, B TO BpeMsl Kak y JIKIl ¢ OoJiee
TSDKEJIBIMHA JIBUTATEIFHBIMA HAPYIICHUSIMH 4acTO HaO0JaeTcst 3amepkka pocra [70,
102]. Heru c¢ xBagpuruiernyeckum JIIIT moaBeprairoTcsi MOBBIMIEHHOMY PHUCKY
3aMeJJICHUs] POCTa MO CPABHEHUIO C JEThbMU C JUIIJIETHYSCKUM WM TeMUIUIETUYEeCKUM
JILIT [102]. [dnst ouenku craryca nutanus aereit ¢ JJLIT MoryT ObITh MCIIONIBb30BaHbBI
JUarpamMMbl, KOTOPbIE UCIIOJIB3YIOT COOTHOIIICHHE MacChl Tela K Bo3pacty [70, 102, 132].
Jlst kaxxoro u3 5 ypoBaet Tspkectr LI (B cooTBeTCTBHM C cCUCTEMOM KilacCU(DUKAITUN
neuratenbHbix QyHKIMH (GMFCS)) ucnonp3yroTcs oTneiabHBIE JUarpaMMbl pocTa, ¢
LETBI0 OIMPENEIEHUSI TOPOra Macchl Tejla, HUKE KOTOPOIrO BBIABIISIETCS MOBBIIIEHHBIN

PHUCK 3a00J1€Ba€MOCTH U CMCPTHOCTH. Baxno OTMCTUTBb, YTO OHH OTPAKAIOT HOPMBI
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pocTa B MOMyJSIIUU B Kaknou rpymrme o cucreMe GMFCS, HO He onTUManbHBIA POCT
pebeHKa ¢ JETCKUM IepeOpalbHBIM TapanindoM. [larmeHTsl, KOTOphIM HE yHaeTcs
MOJJIEP>KUBATh TPAEKTOPHIO POCTa B COOTBETCTBUU C BO3PACTOM, U T€, Y KOTO Macca Tena
HIKe TmoporoBoro 3HadeHus i ux GMFCS, nomkHBl TpPOUTH  OLICHKY
tpodonornueckoro craryca [102, 132].

Bbonee monmHoe mpeAcTaBieHUE O MPOLEHTHOM COJEPKaHUU >KUpa B OpraHU3Me
JIaeT OLICHKA TOJIIIMHBI KOXKHBIX CKJanoK. Hanbosiee 4acTo mpoOBOAUTCS KATUTIOMETPUS
B CUJIy HEMHBAa3UBHOCTH, JEUIEBH3HBI M IMPOCTOTHI JaHHOro Merona. IIpousBomutcs
MU3MEPEHUE TOJIIMHBI KOKHOW CKJIQJKU HaJl TPUIIETICOM, KOTOpasi OTPa)KaeT >KUPOBbBIC
3amacel. [lnomane momepevyHoro cedeHus CpeAHel TpeTu Iieda MOKa3bIBaeT 3arac
MBIIIeYHON Macchl [95]. JlaHHBIM METO/I MOKET OBITh UCIIOJIB30BaH MPHU JIOJITOCPOYHOM
KoHTposie aumeroTepanuu y gneredt [40, 148]. Kak npumep, npu 3a0o0ieBaHHIX C
YMEHBIIIEHUEM MbllIeqHOU Macchl (Hanpumep, LI umu cunapom Perra) ogHO TOIBKO
MU3MEPEHUE TOJIIMHBI KOKHOW CKIIAJIKM HaJl MOJAB3IOIIHON KOCTBIO MOXET CIIYkKHUTb
MIOJIE3HBIM METO/IOM B OLICHKe cocTosiHus uTanus [40].

JI71s1 OLIEHKH COCTOSIHUSI MBIIEYHOW MAcCChl TPOBOAUTCS U3MEPEHUE OKPYKHOCTHU
IJieya, pacuera nokasatened oobema MbIIIL Muieya. J[aHHOe ucciaeoBaHue SIBISETCS
BOKHBIM TIOKa3aTelieM CUHTEe3a Oejika B OpraHuU3Me IPU TNPOBEICHUU HYTPUTUBHOU
MOAACPIKKHU.

[Tonyuennsie 3HaueHuss TKCT, OMII u paccuntannsiii PIIOMII onenuBaroTcs mo
neprieHTeNbHBIM Tabmuiam [94, 148]. 3nadeHust MeHbIIe 5-TO MEPLUEHTUIIS 11 BO3pacTa
COOTBETCTBYIOT OCTPOM HEAOCTATOUYHOCTH MHUTaHUs, a 3HaYCHMUsI, TpeBbIatomue 90-i
NEePIEHTHIb, COOTBETCTBYIOT OKUPEHUIO (ITpUIIOKEHUE 4).

Taxke cymectByer ypaBHenus Slaughter M.H. (1988) u M.J. Gurka (2010),
KOTOPbIE MO3BOJIIET ONPEAEIUTh MPOILIEHTHOE COJIEpKaHUE JKUpa B TEJIe HA OCHOBAaHUU
nuamepennit TKCT u TKCJI [41].

[ToMHMO KaTUMOMETPUU COCTaB TeJa MOXKHO H3MEPUTh HEMOCPEICTBEHHO C
MOMOIIBI0  JBYXDHEPIreTUUECKONM  pPEeHTreHOBCKOW  abcopOrumomerpun  (DXA),
ieTu3Morpaduu ¢ BHITECHEHHEM BO3yXa, KOJIMYECTBEHHOTO MAarHUTHOTO PE30HAHCA

(QMR), moacuera 0oO0IIEro KOJMMYECTBA Kalks B OpraHU3ME C IOMOIIBIO H3MEpPEHUS
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comepkanusi panguoaktuBHoro kamus (40K). JlaHHble METOAbI  3HAYUTEIHLHO
Pa3JIMYarOTCs MO CBOEU TOYHOCTU U CTOMMOCTH, U, KaK MPaBWIO, HE UMEIOT IIEHHOCTH
JUIS PYTHHHOM KIMHUYecKou oneHku manuenta [50, 55, 94]. 3mepenue coctaBa Teia
MOKET BKJIIOYATh MPSMbBIE WM KOCBEHHBIE M3MEPEHHUS )KUPOBOW TKAHH, MBIIICYHOU W
KOCTHOM MaccChl, a TakKe pachpeleseHus] >KUpa MEXKIy BUCLUEPATbHBIMH WM
MOJIKOKHBIMU OT/I€JIAMHU.

HoBble TexHOM0THY 711 UBMEPEHUSI COCTaBa TeJia BKIIIOYAIOT B Ce04:

1) TpexmepHble ONTHYECKHE CKaHEPbl MOTYT HCIOJIB30BATHCS JIs CO3JAHUS
W300pOKCHWA  TIOBEPXHOCTH  Tela B TPEXMEPHOM  MPOCTpaHcTBe  [56,
113]. AHTpOITIOMETPUYECCKUE TOKa3aTeNId, BKIIOYAs OKPY)KHOCTH, JUIMHBI, OOBEMBI H
IUTOINA/M MTOBEPXHOCTH, MOTYT OBITh TIOJYYCHBI M3 pe3yJibTaTta ckaHnupoBanus [60].

2) Meron pasBeaeHusi D3-kpeaTuHa 1 uU3MEpeHHs] 00IIero odobema Iysa
KpeaTruHa B OPraHU3Me MOKET CIIY>KHUTh HEMHBa3WBHBIM MTOKA3aTeJIEM MBIIIEYHON MaCChl
[170]. Heob6xoaumbl BaauaalliOHHBIC HCCICAOBaHUs It aeTeit [113].

3) buoummnenaHcHas CHEKTPOCKOMUSI ompenenser oOmuid o0beM BOJBI B
opraHuaMe W 00BEM BHEKJICTOUHOW BOJABI [57]. 3aTeM W3 H3MEpeHHUil MOTYT OBITh
MOJTyY€HBbI TPU KOMIIOHEHTA COCTaBa Tea.

JlabopaTopHbIe TeCThI TIOJIE3HBI TIPU 00CIICTOBAHUH JIETEH, TTOIBEP>KEHHBIX PUCKY
HapyIIEHUH TUTaHUSA 10 HECKOJbKUM mnpuyuHaM. OHU MOTYT BBISBUTH JCPUITUT
MUTATEIBHBIX BEIIECTB 1O TOTO, KaK CTAaHYT OYECBUIAHBI KIMHUYCCKUC TMPOSBICHUS
(Hanpumep, 1eUINT Kele3a), MOATBEPAUTh HATHNIKE AePUITUTA TUTATEIHLHBIX BEIIECTB,
KOTOpbl€  OOBIYHO  CBSI3aHBI C  KOHKPETHBIMU  3a0oJjieBaHUSIMHU  (Hampumep,
YKUPOPACTBOPUMBIC BUTAMHHBI y JIETeH ¢ MYKOBUCIIUI030M), IIPOU3BECTH MOHUTOPHUHT
BOCCTAHOBJICHHUSI TOCJIE€ TPO(POIOTUYECKON HEIOCTATOYHOCTH, BO3HMKAIONIETO KakK
OCJIOKHEHUE OO0JIEC3HH.

Haunlosiee 11ieHHBIMU UCCIIEIOBAHUSMH TIPY OIICHKE COCTOSIHHS MUTAHUS y JeTel
SIBJITFOTCS OTIPEICIICHNE KOHIICHTPAI[UU TeMOTJIOONHA, CPeTHU 00bEM IPUTPOIIUTOB, a
TaK)K€ YPOBHS CBIBOPOTOYHOTO anbOymMuHa. BakHa oneHka ypoBHSI BUTAMHHOB Y
peOeHKa, a Takke HeOoOXOAMMO KOHTPOJIMPOBATh KOHIIEHTpaluio Kauus, (ocdopa u

Martaus.
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['emorino0OuH 1 00bEMHBIE CBOWCTBA SPUTPOLIUTOB UCIIONB3YIOTCS JIJISl BBISIBIICHUS
neTel ¢ Me(UIUTHBIMU COCTOSHUSAMH (AeQUIUT Kene3a, (POTUEBOM KHUCIOTHI WIH
BUTaMMHa Bl12) B TNHWTaHUM WM Yy TAIMEHTOB C aHEMHEW XPOHUYECKOTO
3a0oneBanus.  JKenezomepuuuTHas ~— aHEeMHs, CBsI3aHHasT C  THUIOXPOMHOM,
MUKPOIUTAPHOU MOP(OJIOTHEN IPUTPOLUTOB, SABISETCS HauOoJee paclpoCTpaHEHHBIM
MapKepoM JaeHIUTOM nuTanus y aeteit [52, 97, 106, 184].

@QeppUTHH TUIa3Mbl  ABISIETCS Haubojiee YYBCTBUTEIBHBIM TOKa3aTelleM
aJICKBaTHOCTU YPOBHS >keJie3a B opranusMe. OHaKO, MOCKOJIbKY (EPPUTHUH SIBIISETCA
peareHTOM OCTpoi (pa3bl, OH MOXKET ObITh JOKHO HOPMaJbHBIM WUJIA MOBBLIIICHHBIM Y
JeTeld C COMyTCTBYIOIIEH ocCTpod uHGEKIuend, naxe ecin y peOeHKa aepuuut
xKene3a. BaKHO OTMETHTh, YTO HM3KUM YpOBEHb (PEeppUTHHA BCET/Ia COOTBETCTBYET
nedunuty skeneza [52]. Y mamueHTOB ¢ COMyTCTBYIOMmEH HWHQEKIMEH Ha MOMEHT
TECTUPOBAHUSI MOXKET OBITh OLIEHEH MOKa3aTelb BOCHAICHUs, Takoh Kak C-peakTUBHBIN
oenok (CPbB), nama mTOATBEPXKIEHUS PE3YIbTATOB OIPEACICHUS CHIBOPOTOYHOTO
depputuna [52, 97, 111]. JIOMOJHUTENBHBIE TECThI, KOTOPbIC TOJE3HBI MPH OICHKE
MUKPOITUTAPHONW aHEMUH, BKJIIOYAIOT CHIBOPOTOYHOE J>KEJE30, OOIIYI0 CIOCOOHOCTH
CBS3BIBAThH 5KEJIE30 U TPAHCPEPPUH.

EcTtp nannbie 0 TOM, YTO y JIET€ paHHETO BO3pacTa HEIOCTATOK Kejie3a MOXKET
OBITH CBsI3aH C HApYLIEHWEM HEUPOKOTHUTUBHOTO PAa3BUTHS, BKIIIOYAsl COKpAIICHUE
BpPEMEHHM 00pabOTKH 3PUTEIBHBIX M CIIYXOBbIX curHajios [81, 82, 107]. MccnenoBanus,
npoBeaeHHble B LlenTpanbHoil u FOxHON AMepuke NpOJEMOHCTPUPOBAIIU, YTO JAXKE
nociie KOppEeKInHU mpenapaTamMu 1eduiinTa sxenesa, U3MEHEHHUS B HEPBHO-TICUXUYECKOM
pa3BUTHH YacTUYHO coxpaHstoTcs [81, 82]. HelipokorHUTHUBHBIE MPOIIECCHI Y JETECH TEM
XyX€, 4YeM BBIIIE€ CTENEHb KeNe30ACPUIMTHOIO COCTOSIHUS. DTU UCCIIEJOBAHUS JAI0OT
00OCHOBaHUE I PETYJISIPHOTO TipreMa J00aBOK JKeje3a M CKPUHUHTA BCEX MITJICHIICB
U JICTe paHHETro BO3pacTa Ha Je(UIINT Kejie3a, OCOOCHHO MaJNIMaTUBHBIX MAIIMEHTOB.
PangoMusupoBaHHbIE HCCIENOBaHUS MpUEMa IpenapaToB jKeje3a y JAeTed paHHEro
BO3pacTa MPOJAEMOHCTPUPOBAIM MPEUMYIIECTBA B I[CHUXOMOTOPHOM Pa3BUTHUU
OTHOCHUTEIILHO TeX JIETEH, KTO He MPpUHUMAI Ipenapats xkene3a [81, 82, 175]. Tepamus

JKCIIC30M TaKXKE IMPOACMOHCTpUPOBAIa HEKOTOPYIO IIOJbB3Y B HEOOJIBIITNX CCpHX
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CIy4aeB M WCCIICIOBAHUSAX JAPYTrUX 3a00JIeBaHUI IEHTPATLHOW HEPBHOW CHUCTEMBI,
BKIIFOYast aGEeKTHBHO-PECTTUPATOPHBIE TPHUCTYIMHI, CHHAPOM OECIOKOWHBIX HOT U
MIEpUOJIMYECKUE HAPYIICHUs NBWXKEHUS KOoHeuHocTeu [76, 79, 107]. Mmeercs cBs3b
XKene30AePUIMTHON aHeMUu ¢ TpomOo30M IiepeOpanbHbIX BeH y aereit [109]. Tak, B
WCCIIEOBaHUM, MPOBEACHHOM B KaHaze moka3zaHo, 4TO y paHee 3I0pPOBBIX JETEH C
uHCYJIbTOM B 10 pa3 wyamie perucTpupoBasiach >kene3ojedUIUTHAS aHEMUs, YeM Y
3I0POBBIX JeTelt 6e3 uHCybTa [177]. MexaHu3Mbl ATOTO SBICHHS B HACTOSIIEE BpEeMsI
HE BBISBIEHBI, HO MOTYT OBITh CBSI3aHBI C TPOMOOIIUTO30M, KOTOPBIM HHOTrAA
npucyrcTByeT npu JKJIA wnu B pe3ynapTaTe aHOMAJIBHBIX PEOJIOTUYECKUX CBOMCTB Y
neren ¢ Tsokenon KA.

MakporutapHas aHeMusl MpeAnojaraeT Hanuuue aehunura GoaueBoi KUCIOThI
u/ nunu ButamuHa B12. YV nereit ¢ XpOHUYECKUM 3a00JIEBAHUEM MOKET ObITh aHEMUS HA
OCHOBE BBIIICYKa3aHHOTO I€PUITNTA MUTATEIHHBIX BEIIECTB WM U3-32 UX XPOHUUYECKOTO
3a0oneBaHusi. AHEMUST TpU  XPOHUYECKOM  3a00JICBAaHUM  OOBIYHO  SIBIISIETCS
HOPMOXPOMHOM, HOPMOLIUTAPHOU U TUnompondepaTuBHOn. JlabopaTopHble NpU3HAKU
BKJIIOYAIOT HU3KOE COJIEPKAHNE CBIBOPOTOYHOTO JKEJ€3a, HU3KYIO )KEJIE30CBI3bIBAOITYIO
CIIOCOOHOCTh W HOPMAJbHYIO WM TIOBBIIIEHHYIO KOHIICHTpAlUO (QeppuTHHA B
ceiBopotke [97, 106].

Tpanctuperun (npeanbOyMuH) U aTb,OYMUH SIBIISIIOTCS] CYpPPOTaTHBIMU MapKepamMu
aJICKBaTHOCTH JUETHI B KPATKOCPOUHOM U JTOJITOCPOUHOM MEPCIIEKTUBE, COOTBETCTBEHHO
[105, 135, 151, 173]. [Ipu KpUTHYECKHUX COCTOSIHUSAX HA 3TH MapKepbl OTPHIIATEIHHO
BIIMSICT PeaKkiius OCTPo (ha3nl (M3-3a yBEIUUYEHUS TPOHUITAEMOCTH COCYI0B U U3MEHEHUS
MIPUOPUTETOB CHHTE3a OeJika B MEYECHH), TOITOMY OHU HETOUYHO OTPa)k,aloT COCTOSIHUE
MUTaHUS Y JETeH C BOCTAIIMTEIHLHBIMH TIpOIleccaMu U 3a00JieBaHUSIMU. TpaHCTUPETHH
MPEJCTaBIsACT COOOM TeTpaMEpPHBI HETJIUKO3WIUPOBAHHBINA OEJIOK IJIa3Mbl, KOTOPBIH
CUHTE3UpPYETCS B ME€4YEHU. [IeUeHOUHBIM CHHTE3 4YPE3BBIYAWHO YYBCTBUTEIIEH K
JIOCTAaTOYHOCTH W YPOBHSM MOTpeOsieHus Oenka W 3Hepruu. BeIcTpo mepeBapuBaeTcs,
nepuo/ moytypaciiajia coctaBisietT mpuMmepHo aBa aus [ 105, 151]. HopmanbHbli nuanazox
CBIBOPOTOYHOTO TpeaThOyMHHA B OOIBIIMHCTBE JIA0OPATOPHI COCTABIISECT MPUMEPHO OT

20 o 40 mr/nn. TloporoBoe 3HaUeHHUE, ONPELIAIONICe HU3KUE YPOBHU, CocTaBiseT 13
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M/ y netert u 4 mr/mn y HoBopoxkaeHHBIX [135, 151]. KoHneHTpanus TpaHCTHPETHHA
B CBIBOPOTKE KPOBH OBICTPO MAAAET B IEPUO/IbI HEIPABUIHLHOTO TUTAHUS U TIOBBIIIIAECTCS
JI0 HU3KUX HOPMaJIbHBIX 3HaueHUU B TeueHue 10 aHel mocie Hayana AUETOTEpanuu U
aJIeKBaTHOTO TOBTOPHOTO KOopMmiieHHA. Takum oOpa3oMm, MpearbOyMUH SIBISIETCS
XOpOIIIUM TIOKa3aTeleM JIOCTaTOYHOCTH Oelika W DHEePrud B palMoOHE B JHH,
MPEAIIECTBYIONIME TECTUPOBAHUIO, U MOXKET CIY>KUTh MapKEPOM PE3KOT0 COKpPAIICHUS
noTpebaeHus MUII. ITo 60Jee 1yBCTBUTEIbHBIN MapKeP YMEPEHHOTO HEAOSAaHMS, YeEM
anTpornioMerpuueckue uzMepenus [135]. OgHako 3TO OTpULATEIbHBIA PeareHT OCTPOM
¢da3bl, U ero KOHIECHTPAIMU CHIDKAIOTCA MPH HATUYUUd WH(OEKIUHA W3-3a YBEITUYCHUS
IPOHUIIAEMOCTH COCY/IOB W HW3MEHEHHUS NPHOPUTETOB CHHTE3a Oenka B ICYCHH.
CrnenoBaTenbHO, YPOBHM MpealbOyMHHA HETOYHO OTPaKalOT COCTOSHUE NUTAHUS Y
JeTel ¢ BocmanuTeabHbIMU mporeccamu [83, 164]. AnpOyMuH Takke CHHTE3UPYETCS B
NEYEeHU, HO UMEET MepuoJl nosuypacnaga ot 14 no 20 gHeil M oTpakaeT morpediieHue
IUIIN B TEYEHUE MPEAbIAYIINX TpeX Heenb. KoHIeHTpalys CbIBOPOTOYHOIO allbOyMUHA
MIOCTETIEHHO BO3BpAIIAe€TCsA K HOpME TOCie Hadalla IUeTOTePAnii, HO TO MOXKET 3aHATh
no Tpex Hemenb [140]. CpIBOpOTOUHBI  ambOYMHH, KOTOPBIM  OTpa)aeT
BHYTPUCOCYANCTOE OHKOTHYECKOE HABJIICHHWE, MOXKET MPEACKa3bIBaTh MEPEHOCHMOCTh
3HTEepalbHOro mnuTaHus. bonee BbicOkoe mnoOTpebieHne Oenka M JHEPruM NpU
HHTEPAILHOM MUTAaHUM MOXET ObITh 00ecredeHo Mpu ypoBHE anbOymuna 6osee 30 r/n
[77, 140]. ImeroTcs naHHbBIE HANM4YUS OOpATHOM KOPPENALMHA YPOBHS CHIBOPOTOYHOIO
anpOyMUHA U TPAHCTUPETHHA C 3a00JIEBAEMOCThIO M CMEPTHOCTRIO [77, 180].

HegocraTouHocTh mHTaHWST MOXET OKa3blBaTh BIMSHHAE Ha KICTOYHBIN
uMMYyHHTET. [IpoBecTH OlLIEHKY AAaHHOTO COCTOSHHUS MOYKHO C MTOMOIIBIO OTpeAeICHuUs

obcomroTHOTO uncina uMmdorutoB (AYJI) [39]:
AYJT = mumepoyumut (%) x koruuecmeo netikoyumoe (*10%1) / 100.

Pe3ynbTaThl MOKHO TPAaKTOBATh CICIYIOIINM 00pa3oM:

-OTCYTCTBHE HapymeHuil nuranus (>1,8*10%n);
-nerkoe Hapyumenue nuranusd (1,79-1,5%10%n);
-yMepeHHoe cHmKkeHue nmutanus (1,49-0,9*10%m);

-BBIPAKEHHOE CHIDKeHUe uTanus (Huxke 0,9*10%m).
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Orenka nedunmra onpeneeHHbBIX BUTAMIUHOB MOXKET ObITh HEOOX0IMMa y JIeTeH,
MEPEHECHINX PE3CeKIUI0 KUIIeUYHWKAa WIM 3a00JIeBaHUS, CBSI3aHHBIX C HapyIICHUEM
BCACBIBAaHUS WJIM BOCHAJICHHEM B JKEIYJAOYHO-KUIICYHOM TpakTe (MYKOBUCIHUIO3,
6one3np Kpona, Hecnenuduueckuii S3BEHHBIN KOJIUT, CHHIPOM KOPOTKOW KHIIKH). Y
TakMX  JeTed, Kak [MpaBWUjo, CJEAyeT  KOHTPOJUPOBATh  KOHIEHTPALMIO
KUPOPACTBOPUMBIX BUTAMHHOB C UHTEPBAJIOM OT 6 MecsleB 10 1 rojaa, B 3aBUCUMOCTH
OT aHaMHe3a M TsHKECTH MalbabcopOTuBHOTO 3a0oseBanus [136]. KonmeHnTpammn
ButaMrHOB A 1 E 1 25(OH)D3 B chIBOpOTKE KPOBU MOYKHO ONPEIETUTH Ta00PAaTOPHO,
BUTaMHH K OI1IeHNBaeTCsI OTHOCUTEIHLHO IPOTPOMOMHOTOBO BpeMeHH. CHUKEHUE YPOBHS
BOJOPACTBOPHMBIX BUTAMHUHOB BBIIBJISCTCS KpaHe peako. OrmpeaeneHne ux
KOHIIEHTpAIlMU TMPOBOJUTCA TOJBKO MO KIMHUYECKUM I[OKa3aHusaM. Hampumep,
u3MepeHue ypoBHen (oIMeBON KUCIOTH U BUTaMHUHAa B12 B CHIBOPOTKE KPOBU JTOJKHO
MPOBOJIUTCS y TMAIIMEHTOB ¢ aKTUBHOU (opMoit 601e3uu Kpona [44].

Onenka pepuIMTa MUHEPAJIOB MOXET OBITH HeEoOXoauMa Yy JeTed ¢
OTIPEJCICHHBIMA THUIIAMHA XPOHWYECKHX 3a0oyieBaHuil. JleTh ¢ XpOHUYECKUMU
BOCHAJIUTENbHBIMUA 3a00seBaHusMHu (Hampumep, OosiesHb KpoHa ©  HOBEHUIIBHBIM
UIMONIATUYECKUN apTPUT) MOIBEPKEHBI PUCKY META00IMYECKUX 3a00JIeBaHUN KOCTEH U
nedunurta uHKa. OLEHKa COCTOSHUS ITMHKAa OOBIYHO TIPOU3BOJUTCS MTyTEM U3MEPEHUS
KOHIICHTpAIMH IIMHKA B TJIa3Me, HO OHU MOTYT OBICTPO K0JIeOAThCs BO BpeMsi MH(DEKITUU
[59]. YpoBHHM Memu u HepyJoMIa3MHHA B IJIa3Me KPOBH CHIDKAIOTCS TMPH TSHKEIOM
nedunuTe MeIu; YpOBHH CYMEPOKCUAAUCMYTA3bl IPUTPOIMTOB MOTYT OBITH JTYUIINM
MapKepOM YMEPEHHOTO WJIM HE3HAYUTEIHLHOTO MeuIlnTa, el Ja00paToOpHbIN aHaIn3
TIIATEJILHO CTaHIaPTU3UPOBaH [62].

[Munoxanuemus, runodocdaremMuss U THIOMAarHUEMUs, BBI3BaHHbBIC
BHYTPHKJICTOYHBIMH HWOHHBIMH CIBUTaMH, MOTYT BO3HUKATh B paHHUU IEPUOJ
KOPMJICHHSI Y JETel C HEIOCTATOYHBIM MHTAaHHEM M MOTYT BBI3BIBATH CEPHE3HBIC
apUTMUU U MBbIIIEUHYI0 ciaboctb. KoHuenTpaumu kamus, gocpopa u Maraus B
CBIBOPOTKE KPOBH CJIEYET TIIATEIbHO KOHTPOJIUPOBATH HA PAHHUX 3TANaxX UHTEHCUBHOU

peaduMTany ASTEeH, CTPAJAIONINX HETOCTATOYHBIM TUTaHueM [46].
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Hpyrue nabopaTopHble OTKIOHEHHS, KOTOPhIE MOTYT HAOJIFOAAThCS Y MMAIIMEHTOB C
HEJI0OCTAaTOYHOCTHIO TUTaHMS, BKIIIOYAIOT B CEOS:

-HU3KHE KOHIEHTPAIMK HATpusl (BbI3BAHBI MOBBIIICHHBIM COJEP>KaHUEM BOJIBI B
OpraHu3Me, CBSI3aHHBIM C TOJIOJJaHUEM );

-HU3KHE KOHIIEHTpAIMU a30Ta MOUYEBHHBI B KPOBH, OTPAXKAIOLIUE HEIOCTATOYHOE
notpebieHue Oenka,;

-HU3KHE KOHIICHTPANHU [IUHKA WJIA MarHus y J€Te ¢ XpOHUYECKON quapeei;

-HU3KHE KOHIIEHTPAIIMK MUKPOAJIEMEHTOB Y JIETEH, MOTyJarouX NapeHTepaaIbHOe
nuTaHue 0€3 MHUKPO3JIEMEHTOB WM HEAOCTATOYHOE KOJIMYECTBO MHUKPOAJIEMEHTOB IIO
CpaBHEHHIO ¢ moTpeOHOCTIMU [44, 117].

A30oTUCTBINT OallaHC OmpeNesieTcss Kak pa3HUIla MEeXAy MOoTpeblieHneM |
BBEIBEJICHUEM a30Ta, KOTOPOE MPOUCXOIUT B OCHOBHOM C MOYOW M KajoM. [Ipsimbre
U3MEpPEHUs a30TUCTOTO OajlaHCca MCIOJIb30BAIUCH VISl pacyeTa MoTpeOHOCTH B OeNke B
3JI0POBOM COCTOSTHUU U TIPU 3a00JIEBAHUSIX, HO 3TOT METO TPeOyET MOJIHOTO cOopa MOUH
¥ KaJjla ¥ TOYHOTO U3MEepeHus MoTpeOIcHus Oellka B TeueHrue Tpex aHei [56, 74]. Takum
o0pa3oM, 53TOT METOJT OOBIYHO HEMPAKTUYECH ISl KIMHUYECKOTO TMPUMEHEHHS.
N3MepeHne HKCKpeluu a3oTa TOJBKO C MOYOM MOJYYUJIO HA3BAHUE 'YaCTUYHBIN
a30TUCTHIN OanaHc" ¥ OBUIO MPENJIOKEHO B KAYeCTBE MOKa3aTessl 00Iero a3oTHCTOro
Oamanca [74]. OmHako 3TOT METOJ HETOYEH, IIOCKOJBKY OCHOBAaH Ha JIOKHOM
MIPEANOI0KEHNN, YTO a30T MOYEBHUHBI COCTABJIsECT (PMKCHUPOBAHHYIO JIOJNIO OT OOIIeH
AKCKPEINH a30Ta.

HccnenoBaHuss KOCTHOTO BO3pacTa M IUIOTHOCTH KOCTH TIOJIC3HBI TP
o0cieTOBaHUM JIETe C HEJOCTATOYHOCTBbIO MHUTAHUS. Y JETel ¢ HU3KUM POCTOM,
3aJIEPKKON WM ONEPEKCHUEM TOJIOBOTO CO3PEBAHMSI MOXKET OBITh YKa3aH KOCTHBIN
BO3pacT. PeHTreHorpaMMbl 3amsiCThs M KHCTH PEOCHKA IOIYYarOT JJIS ONPEICICHUS
paznuunii B (OPMHUPOBAHUM KOCTEH IS XPOHOJOTHYECKOTO BO3pacTta pedeHKa Io

CPaBHCHHIO C OTAJIOHHBIMH CTaHAApTAMH IJIsA ,ueTeﬁ COIMOCTAaBUMOI'O0 BO3pacCTa M II0JIa

[139].

1.5. Iloka3anus 1Jis1 HA3HAYeHUsA HYyTPUTHBHOM MOJ/IEPKKH
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JleTn, HyXJIawlmuyecs B JIONOJHUTEIbHONM HYTPUTHBHOM NOIJEPKKE, OOBIYHO
OTHOCATCS K OJTHOW U3 CIICAYIOIIUX KaTErOpUi:

1) Jetu, umeromue aucdaruro.

OcHoBHbIe 3a0o0neBanusi BkIroyaroT B ce0s LIl u apyrue HeBposiormueckue
COCTOSIHUA (PUBOJISAIIME K CTACTUYHOCTH WM TIJIIOXOM KOOPUHAIIMY CKEJIETHBIX MBIIIII,
YYacTBYIOIIMX B MpUEME IMHINU), BPOXKICHHBIC AHOMAJIUU >KEIYJOYHO-KUIIIEUHOTO
TpakTa [137, 156].

2) letu, uMEIOLIME MOBBIILIEHHBIE META00IMYECKUE TOTPEOHOCTH.

Jletn ¢ cemncucoM, BpPOXACHHBIMU TOPOKaMU cCepaua WM OpOHXOJErOYHOU
IUcIUia3ueld 0OBIYHO HY)KJAIOTCS B HYTPUTUBHOW TMOJJIECPKKE ISl YJIOBJIETBOPEHHUS
CBOMX MOTPEOHOCTEW B MUTATEIBHBIX BEIIECTBAX, KOTOPHIE MOTYT OBITh YBEJIMYEHHI B
pesynbrare 0oisie3Hu. [Io cpaBHEHHIO CO B3POCIBIMH, JE€TU UMEIOT MPOMNOPLHMOHAIBHO
MEHBIIIME 3amachl OeyiKka, YIJIeBOJOB M >KMpa B OpraHuM3Me, a TaKKe MOBBIIICHHBIH
ypOBEHb MeTaboIn4ecKux nmoTpednocreii [137, 158].

3) detu ¢ cUHIPOMOM MajbabCcopOIIHH.

B 3Ty mmMpoKyro KaTteropuro BXOIAT JETH C CUHAPOMOM KOPOTKOW KHUIIKH,
MYKOBUCLHJI030M, Oo0sie3Hbt0 KpoHa, HEKOTOPBIMH BpPOXACHHBIMH HAPYLICHUSAMHU
0OMEHa BEIIeCTB, XPOHHUYECKOM MOUEYHON HEA0CTAaTOUHOCTHIO [88].

4) letu c BpoxxaeHHbiME opokamu cepana (BIIC).

HenocratouyHocTh  pocTa  SIBISETCS  PACIpPOCTPAHEHHBIM  OCJIOXXHEHUEM
BPOXKJIEHHOTO TMOpoka cepaua. Henoenanue, BepoOsTHO, BBI3BAHO HECKOJBKUMH
MEXaHU3MAMM: y 3TUX MAI[MEHTOB YacTO MOBBIIAIOTCA MOTPEOHOCTH B SHEPIUM U3-3a
YCWJICHHOW pabOThl JbIXaHUS U CEPACYHON NESITeIbHOCTH M MOXKET HaOJIIoAaThCs
HapyllIeHUE BCAChIBAHUS M3-3a IIOXOM JOCTaBKU KUCIOpOoAa B KullleuHUK. Kpome Toro,
netu ¢ BIIC dacto HCTIBITHIBAIOT HEAOCTATOUHOE MOTPEOICHNE SHEPTUN U3-3a PAHHETO
HACBIIICHUS U OOIIeH HEMepeHOCUMOCTH MUTaHUs, BHI3BAHHON 3aCTOWHON CepIeYHON
HEJI0OCTAaTOYHOCTHIO, KOTOpasi MPUBOJIUT K OJBIIIKE, TaXWKapauu W ycraioctu [112,
131]. TsbkecTh W THI HAPYIICHUS POCTA YACTHYHO 3aBHUCAT OT THIIA TMOPOKA CEepla:
«CHHHUE» MOPOKHU OOBIYHO CBA3AHBI C HE3HAUUTEIbHBIM MIPUPOCTOM KaK MAacChl Tela, TakK

N JJIWHBI, B TO BpPEMsA KaK Yy z[eTeﬁ C «6J'I€,Z[HBIMI/I» IMOpOKaMH H8.6J'IIO,Z[8.€TC}I
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HE3HAYMUTENbHBIA IPUPOCT MACChl Tejla, HO OTHOCHUTEIBHO COXPAHEH JIMHEWHBIN
pocT. XpOoHHUYECKasi TUIOKCHS MOXKET OBITh erie OgHUM (aKTOpPOM, MPHUBOISIIMM K
3aMeUIEHUI0 pocTa. [leTu ¢ 3a1epKKoi pocTa n3-3a BPOKIEHHOTO OPOKa CepALa MOTYT
ObITh HE B COCTOSHUU YAOBIECTBOPUTH CBOM TOTPEOHOCTH B DJHEPTUU TOJIBKO
MEPOPAIBHBIM MUTAHUEM U YACTO HYKAAKOTCA B TIOJJIEPKKE SHTEPAITBHOTO TUTAHUS.

5) ety ¢ MyKOBHUCITHIO30M.

VY nereil ¢ MyKOBHUCIMIO30M 4YacTO HAOJIOJAETCsl 3a/iep>KKa pPOCTa, BhI3BAHHAs
COUeTaHWEM MalbabCOPOIMK, TOBBIIIEHHBIX JHEPreTUYECKUX MOTPEOHOCTEH W
CHIPKEHHOro ammeTtuta. Hadamo HYTpUTHBHOM MNOJAEPIKKHU II€JIecCO00pa3Ho, €ClH
uHjekc macceol Tena (MMT) pebeHka He MOKET MO KUBATHCS B 1IEJIEBOM IMaa3oHe,
HECMOTpPsSI HAa ONTUMHU3AIUI0O (PEPMEHTHOM Tepamuu TMOJKEITYJOUYHON IKeJe3bl U
NOJICPKKY TiepopasibHoro utanus [ 7, 28, 130].

6) JleTu ¢ CUHAPOMOM KOPOTKOM KHUIIIKH.

MHorum JAeTsIM € CHHIPOMOM KOPOTKOW KHIIKKM WU Jpyrumu (hopmamu
KHUIIIEYHOU HEJOCTATOUYHOCTH TpeOyeTCss HYTPUTHUBHAS MOJIJIEPKKA B BUJIE YHTEPATBHOTO,
TaK M MapeHTepaabHoro nuranus [76, 88]. Jlaxe HeOONbIII0E KOJIUIECTBO SHTEPATBHOTO
MUTAHUS CIIOCOOCTBYET aJanTallid KUIIEYHUKA U TOBBIIIAET MEPEHOCUMOCTh
kopmiieHusl. CO BpEMEHEM KOJIMYECTBO HSHTEPATbHOTO MUTAHUS MOXKET U JOJIKHO
MOCTETIEHHO YBEJIUYUBATHCS, YTOOBI YIOBJIETBOPUTH BCE OOJIBIIYIO OO MOTPEOHOCTEMN
MalueHTa B MUTaHUH.

7) etu ¢ BocnanuTenbHBIMU 3a00eBanusaMu kuteunuka (B3K).

VY nereit ¢ B3K Ha MOMEHT MOCTaHOBKM AuarHosa npumepno y 25,0% nerei
HaOroaeTcst Hu3kas macca tena, y 80,0% cHmkena ckopocth pocta [75]. [Tognepixka
nutanus Aeteit ¢ B3K 3aBucur ot crenenu aedunyra TuTaTEIbHBIX BEIIECTB U PEAKINH
Ha MeaukamMeHTo3Hoe JjedyeHue B3K, HaumHas OT AMETHYECKUX KOHCYJIbTAllUM U
3aKaH4YMBas >KUJKAUMH J00aBKaMW, MPUHUMAEMBIMU BHYTPb, U JOTOJHUTEIHHBIM
SHTEpAIbHBIM NUTaHUEM. TIIATENbHBII MOHUTOPUHI COCTOSIHUS MUTAHUSI U pOCTa U
YOPEXKAAIOMNN MOIX0 K AOTIOJHUTEIbHOMY IMTUTAHUIO BaXKHBI 1711 ONITUMU3ALMHU POCTa
¥ MUHUMM3AIMHU TTOCJIC/ICTBUI HEeIOeAaHus, BKIIIOUas 3a0oieBanms KocTeil. Bee yare B

Ka4€CTBEC HCpBH‘IHOﬁ TCpalinn caMoro B3K HCIIOJB3YCTCA UCKIIIOUYUTEIbHO OHTCPAIBHOC
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nuTaHue (pu KOTOPOM BCe MOTPEOHOCTH B MUTAHUU yIOBIETBOPSIIOTCS B BUJE KUJIKUX
cMecel, MPUHUMAaeMbIX BHYTPB) [ 75, 112].

8) JleTu c aTpe3neit )KeIueBbIBOIAIINX ITyTEH.

[IpoOneMbl ¢ TUTaHUEM y AETEH C aTpe3ueH KETUEBBIBOIANINX ITyTEN U IPYTUMU
XPOHUYECKUMH XOJIECTATUYECKUMH 3a00JIEBAHUSAMM IEYEHU PACIpPOCTPAHEHbI U MX
TpyAHO IpeononeTb. OHM BBI3BaHBl COYETAHUEM HAPYIICHWS BCACBIBAHMS H3-3a
X0JIeCTaza M XpOHWYECKOTO BocmasieHus mnedeHn [119]. B 3aBucuMocTu OT TsKECTH
nepuIuTa MUTATENbHBIX BEIIECTB, MCIOJIB3YIOTCS TUIEPKAJIOPUMHBIE CMECH W/WIH
nepexo Ha cMech ¢ 00siee BBICOKUM COACPKAHUEM CPEIHELETIOYEYHBIX TPUTIIULIEPUIOB
(CTI') [112, 119].

9) Hetu c 3aboneBaHueM MoYeK. Y JEeTell ¢ XpOHUYECKUM 3a00JIeBaHUEM TOYEK
4acTO BO3HUKAIOT MPOOJIEMBI C MUTAHUEM M3-3a HU3KOTO aIllEeTUTa U METa00JIUYECKOTO
anuao3a, KOTOpbIE MOIYT BIMSATH HAa CHWKEHHE pPOCTa W KOTHUTHUBHOE
pa3BuTHE. YIIpaBJICHUE NUTAaHUEM JEeTed C XPOHUYECKUM 3a00JIeBaHMEM MOYEK
dokycupyercs Ha WX YHUKaIbHBIX NOTPEOHOCTSIX B JHEPIruM, OelikaX, BUTAMUHAaX,
MHUHEepasax u dJIeKTponuTax [34].

10) JleTr B KpUTHYECKUX U MOCTICOTEPAIMOHHBIX COCTOSIHUSIX

JIeTH ¢ KpUTHYECKUMU U MTOCJIEONIEPALMOHHBIMA COCTOSIHUSIMU YacTO CUMTAKOTCS
rurnepMeTaboNIMKaMu U HYKJAIOTCS B CHELHATIM3UPOBAHHON HYTPUTHUBHOW MOJIJEPIKKE
[128]. detn ¢ kpUTHYECKUM 3a00JCBAaHHEM JIOJDKHBI MPOUTH OICHKY IMHUTAHUS TPH
NOCTYIUIGHUH B OTJEJICHWE peaHWMaluud M HWHTEHCUBHOW Tepanuu. HeoOxomumo
U3MEpPEHHE MacChl Tejla MPU MOCTYIUICHUH W TMEPUOJAMYECKHI KOHTPOJb BO BpeMs
npeObiBanus B OoibHULE. CepuiiHbIe U3MEPEHMS] MACChl Tejla YacTO UTHOPUPYIOTCS B
OTJEJICHNM WHTEHCUBHOW Tepaluu, HO MPEJOCTaBISIOT BAXKHYIO HHQOpMAIMIO 00
U3MCHCHHUSX B COCTOSIHUM TIUTaHUS W YPOBHS JKUAKOCTH manueHTa [128].
[lepuoanueckas nepeorieHKa MOTPEOHOCTEH B MUTAHUU U MOHUTOPHUHI (PAKTHUYECKOTO
noTpeOIeHUsT Ba)KHBI, MOTOMY YTO MOTPEOHOCTH B JHEPIUUM MEHSIIOTCS B TEUEHUE
oonesnu [128, 137].

11) Jletn ¢ OHKOTOTHYECKUMHU 3a007I€BAHUSMH.
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VY1paBiieHHE NUTAaHUEM MTALUEHTOB C OHKOJIOTHEN MMEET PEIIaoniee 3HaYeHUE BO
BpeMsl aKTUBHOTO 3a00JieBaHUS M BO BpeMsl CXeM JieueHus. Takoe JedeHue, Kak
XUMHOTEpanus, OOJyYyeHUE WIM XUPYPrUuecKoe BMEIIATEIbCTBO, MOXKET BbI3BATh
CHWKCHHE MHUTaHUS, IJIOXYI0 MEPEHOCUMOCTh MPU MPUEME BHYTPb M HEAJCKBAaTHOE
notpebienue. [IoTpeOHOCTH B AHEPTUM BAPBUPYIOTCS B 3aBUCUMOCTH OT CTpecca U
COCTOSIHUSA KaTaboJM3Ma M MOTYT 3aBHCETh OT OIyXOJeBOW Harpy3ku. I[lanueHTsl,
MEpPEHECIINe TPAHCIUTAHTAIIMIO TEMOIIOATHYECKUX CTBOJIOBBIX KJIETOK, OCOOCHHO
HYXKJIAIOTCSI B HYTPUTUBHOM MoOjjiepkKe. B HEKOTOphIX ciy4asix, OCOOEHHO TIpH
aJUIOTEHHON TpaHCIUIAHTAIlMU, UM TpeOyeTcs NapeHTepalbHOE, a HE HHTEpaIbHOE
MUTaHWE  M3-32  JUCPYHKIUM  SKEIYJOUYHO-KUIIEYHOTO  TpakTa, BbI3BAHHOMU
npenapaTuBHOW XUMHUOTEpanuel u obiydeHueMm. Y 3THX JeTell MOryT ObITh OoJee
HU3KHE MOTPEOHOCTHM B SHEPrUHU, YeM IMPEACKa3aHO CTaHJAPTHBIMU YpaBHEHUSIMHU,
MO3TOMY TIPSIMOE HM3MEpEHHE MOTPEOHOCTEH B MHUTAHMH C TIOMOIIBIO HEMPSIMOU
KaJOPUMETPHUH MOXET TOMOYb ONpPeAeIuTh oTpebienue suepruu [89, 159].

12) Jletn ¢ HEpBHO-MBILLIEYHBIMH 3a00JI€BAHUSMH.

HepBHO-MbIlIeuHbIe 3a00JIeBaHUsI MOTYT JIMOO CHUXaTh, JHOO YBEIMYUBATH
NOTpeOHOCTH B SHEepruu. Hampumep, 1€TH ¢ TOTAIBHBIM IIepeOpalibHbIM MapaaTndoM, Kak
MPaBUJIO, UMEIOT MOBBILIEHHBIA PacX0/l IHEPTUH, TOT/IA KaK JeTU ¢ cuHApoMoM JlayHa
VI MHUEJIOMEHUHTOIIeNIe 0OBIYHO UMEIOT 00Jiee HU3KHE DHEPreTHUeCKUe MOTPEOHOCTH
[3, 17, 19, 132, 137]. U3-3a pa3nuyHBIX JHEPreTHUYCCKUX MOTPeOHOCTEH aeTed ¢
HEBPOJIOTUYECKUMH HAPYIIEHUSMU BaKHO KOHTPOJIMPOBATh COCTOSIHME MHUTaHUS
pebeHka 70 U Mocje Hayajga HyTPUTUBHOTO BMEIIATEIbCTBA, a TaAKXKE KOPPEKTUPOBATH
noTpeOJICHHEe HHEPTUM 10 Mepe HeoOXoauMocTh. Hekoropwie aeTH C HEpPBHO-
MBIIIICYHBIMU HAPYIICHUSIMH TAK)KE TIOJIBEPKEHBI PUCKY aCTTUPAINH U3-3a TUC(hHATHN UITH
ractpoa3odarealbHOro peduirokca, 4TO Ba)XXHO TIPU BBIOOpPE BHUJIA W PEXHUMaA
HYTPUTUBHOW mnoanep:kku. Cuuraercsi, uyrto ['DP pasBuBaercs y 75% nereil ¢

HEBPOJIOTMYECKUMU HapyuieHusmu [23, 26, 108, 132, 137].

1.6. HyrpuTuBHas noaaep KKa jeTei, Hy:>KIAIOUIUXCA B OKaA3aHUHN

NAJJIMATUBHON MeIUIIMHCKOH MOMOIIH



43

CoBpeMeHHbIE TOAXOAbl K TEpanuyu NATHATHBHBIX OOJIBHBIX CYIIECTBEHHO
VIYYIIWJIA KAad4eCTBO JKM3HM MAallMEeHTOB, MPU 3TOM Ba)XXHas pPOJIb OTBOAMUTCS
MOJIEP>KUBAIOIIEH Tepanuu, KOTopas BKIIOYAET B ceOsi HYTPUTUBHYIO MOJACPKKY |2,
11, 15]. HyrputuBHas mnoaaepk’ka — 3TO JIeYEOHOE MHUTAHHE C HCIOJIb30BAHUEM
HHTEPATILHOTO U MapEHTEPATLHOTO MUTaHUs, 3a/1a4aMU KOTOPOTO SIBJISIETCSl 0OeCIieUeHHEe
OpraHM3Ma BCEMH HEOOXOJAMMBIMHU THTATEIIbHBIMU  BEIIECTBAMH  (Makpo- W
MUKpOHyTpueHTamu). CrefyeT OINpeaenuTb, KaKuM CrIocoOoM BBeACHHsS OHa Oynaer
ocyiecTBieHa. Pemenue o cnocode BBEI€HUS 3aBUCUT OT OCHOBHOTO 3a00JIEBaHUs, €r0
TSKECTU W MPEANOJIAraeMoro TEUYEHHs, a TaKKe€ OT WHJMBHIYaJIbHBIX OCOOEHHOCTEH
KOHKpETHOTO maruenTa [11].

DHTepaabHOE MUTAHUE - TIOCTYIUICHUE NUTATENBHBIX BEIIECTB YEPE3 JKEIyI0YHO-
KHUIIEYHBIM TpakT. TeXHUYECKHM TEPMHUH OTHOCHUTCS K MHUTAHUIO, MOJIy4aeMoMmy JHOO
gepes poT, audo uepes 30H,1. CunuHroBoe nuranue (sip feeding) — morpebiienne cmeceit
B JKHJIKOM BHJIE Y€pe3 POT, YTO BO3MOXKHO IMPHU COXPAHCHHH (YHKIIMH TJIIOTAHUS H
HaJW4usl JKEJIaHWs TalMeHTa MPUHUMATh CMech. 30HJ0Boe mnurtanue (tube feeding)
IIPOBOJUTCS YEPE3 HA30TACTPAJIbHBIN, HA30€FOHAIBHBINA 30H]IbI, & TAK)KE YEPE3 racTpo- U
etoHoctombl [21, 137]. Ilpm Ha3HaueHMH 30HAOBOrO MNHUTAHUS THOKUE TPYOKH
MaJICHbKOTO JWaMeTpa, HM3rOTOBJIICHHBIE W3 CHJIMKOHA WJIH MOJUYpPETaHa, XOpOIIO
HOJIXOJAT JUIsi oOecredeHHsl SHTEepalbHOro nHTaHus aerel. Jloctym MoxkeT ObITh
BHYTPMIKEIYIOYHBIM (HampuMmep, Yepe3 oporacTpajibHble, Ha30racTpajbHbIE WIH
racTPOCTOMHYECKHUE TPYOKH) WK TPAHCTIMIIOPUUECKUM (HAIPUMED, Ha30,1yO0 /IeHATbHBIN
WJIM HOCOCIOHAIBHBIN). BEIOOp 3aBUCHUT OT TOTO, SIBJISIETCS JIU OXKUJlaeMasi MoTpeOHOCTh
B DHTEPATIbHOM MHUTAHUM KPATKOCPOUHOM WIIA JAOJITOCPOUYHON M CYILECTBYET JIM PUCK
acrypanum.

Hazo- wim oporactpanbHblii JOCTYI MOKET OBITh MCHOJB30BAH Uil JE€TEH, y
KOTOPBIX MPOTHO3UPYETCS JIHIIb KPAaTKOBPEMEHHAash MOTPEOHOCTh B HHTEPaIbHOM
nutanun (MeHee 3 MecsueB). Kpome Toro, JaHHbIA JOCTYN YacTO MCIHOJIB3YIOTCS B
KaueCcTBEe BPEMEHHOUM MepBI JIJIsl OLEHKHU MEPEHOCUMOCTH SHTEPATILHOTO MUTAHUS TIEPE]T
YCTaHOBKOM TacTPOCTOMUYECKOW TpyOKH [jisi Oojiee ATUTENBHOTO HCIOJB30BaHUS

[98]. YcTraHoBka Ha3oracTpalibHOTO WJIM  OPOTacTpajbHOrO 30HIA HE Tpedyer
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XUPYPrU4eCKOro M SHAOCKOMUYECKOrO0  BMEUIATENbCTBA,  [OATOMY  JIMII,
OCYILECTBISIONINE YXO/I 33 MAJUTHATUBHBIM MAIlHEHTOM, MOKHO HAYYUTh 3aMEHSATh 30H]1
B JoMamHUX ycioBusx. Kopmiuenue yepe3 racTpocToMy OOBIYHO TMOJIXOJUT, €CIH
TpeOyeTcs JUIMTEIbHOE PHTEepalbHOE MHUTaHME. ['acTpocTomMuuyeckas TpyOKa OOBIYHO
JIETKO YCTAHABJIMBAIOTCA JIAMAPOCKOMUYECKU, DSHIOCKONMUYecKu. CucTeMaTH4eCKui
0030p MOKa3aja, 4TO JIAlapOCKONMUYeCcKass YCTaHOBKa MPEANOYTUTENIbHEE, TaK KaK ee
yCTaHOBKA CBsI3aHA C MEHBIIIUM KOJIMYeCTBOM ocioxkHeHul [98]. HemoctaTkn ycTaHOBKH
racTpoOCTOMBI BKJIIOYAIOT MECTHOE pa3ipakeHne, MHPEKIUI0, 00pa30BaHue TPAHYIISILIHM,
IOJITeKaHNE, AJUICPIHUSCKYIO PEaKIIO U BO3MOXKHOE cMereHue [125].

Ecnu y manmenTa HeT pucka aclupamuu, MiTaHue PeKOMEHIYeTCsl JaBaTh per o0s,
Jake €CIIM 3TO 00eCreurnBaeT MUHUMAIbHYIO KAJIOPUHHOCTD, IOTOMY UTO Y MAllUEHTOB,
KOTOPBIX HE KOPMST Yepe3 POT, 4aCTO Pa3BUBACTCS OTBPAIIEHHE K KOPMIICHUIO, KOTOPOE
MOJKET MOMeIIaTh 00paTHOMY Tepexoay Ha nepopanbHoe nutanue [129, 131]. Takum
o0pa3oM, MO CpPaBHEHHMIO C MAPEHTEPAJbHBIM MUTAaHUEM, HHTEpalbHOE IHUTAHUE
npeyiaraeT psa MPeuMyIIecTB, B TOM YHciie 00jee HU3KUE 3aTPaThl, MOJIOKUTEITHHBIN
3¢ deKT OT 3a7eiICTBOBAHUS ey I0YHO-KUIIIEUHOTO TPaKTa U MPeJOTBPALIEeHNE MHOTUX
NOTEHIMATIBHBIX OCIIOKHEHHI TapeHTepalibHOro uTanus [21, 54].

Br160p cMmecu 11 SHTEpaIbHOrO MUTaHUS 3aBUCUT OT BO3pacTa MalleHTa, Macchl
TeJa, CIOCOOHOCTH MEPEHOCUTh MHTAKTHBIM O€NOK, OT TSDKECTH M TUIIA OCHOBHOIO
3a00JIeBaHus1, COMMYTCTBYIOIIEH MAaTOJIOTHH, COCTOSTHUS JKETYJOUHO-KUIIIEYHOTO TPAKTa U
JOCTymHOCTH [38].

[TockonbKy alyepruveckie pacCTpOCTBa SBIAIOTCS OOIMMHU TIOKa3aHUSMU ISt
CHEIMATLHBIX CMECeH, CMeCH OOBIYHO TPYIIUPYIOTCS MO TUMY OeiKa W/WIN CTEIeHU
TUIPOJIN3a.

[TonmuMepHBIE CMECH COCTOAT W3 MENBHOTO OejKa KOPOBBETO MOJIOKA, U OOBIYHO
UCIIONIB3YIOTCSl ISl SHTEPAIbHOTO MUTaHUS OoybIIMHCTBA neTeil. CMecn Ha OCHOBE
COEBOro Oesika XOpOIIOo MEePEHOCATCs OOJIBIIMHCTBOM JieTell cTapiie 6 mecsieB ¢ IgE-
OMOCPEIOBAHHOM ajuleprueid Ha KopoBbe MoJioko [12, 115]. CoeBbie cMecu He
PEKOMEHIYIOTCS JIETSIM C aJUIEPTUYECKUM MPOKTOKOIUTOM, IMOCKOJIIbKY MHOTHE U3 3TUX

JIETeH YyBCTBUTEIbHBI KAK K KOPOBbEMY MOJIOKY, TaK U K coeBomy Oenky [115].


https://pro.uptodatefree.ir/Show/15643#rid54

45

«brnennepru3oBaHHbIE» CMECH FOTOBSITCS M3 CTOJOBBIX MPOAYKTOB, KOTOPBIE
M3MEJIbYAIOTCS B MUIIEBOM OJieHAepe UIsl 00ecneYeHs] BO3MOKHOCTH BBEJICHUS Yepe3
HHTEPATIbHYIO TPYOKY. DTOT MOAXOJ BCE Yallle BEIOUPAIOT CEMbH JJISI CHIKEHUS 3aTpar,
KEJIaHUs Pa3AeTUuTh CEMEUHBIN OMBIT IPUEMa MU CO CBOUM PEOCHKOM, HAXOSIIEMCS
Ha SHTepanbHOM nutanuu [99]. Ho, Takoe nuTanue uMeeT psijl HeJOCTATKOB, O KOTOPBIX
MEJUIMHCKHE paOOTHUKHU JOJDKHBI MH(GOPMHUPOBATH 3aKOHHBIX MpecTaButenel. Pucku
UCITOJIb30BAaHUSI BKJIIOYAIOT B CE€Osl HapylIEHHE NPOXOJUMOCTH TacTPOCTOMUYECKOMN
TpyOKH, UIIIEBbIE OTpaBlieHUs, MHPEKINH. Takxe He00X0IUMbI 3HAYUTEIIbHbBIE 3aTPAThI
BPEMEHU POAUTENICH Ha MOKYIKY MPOAYKTOB, INIAHWUPOBAHUE pAallMOHA, TPUTOTOBJICHHE
NUIIM, a TAKKE HA OpPraHU3alMI0 0€30IaCHOr0 XpaHeHUs «OJeHAepU30BaHHOW» MUILIU
[11].

[TomysnemMeHTHbIE CMECH M3TOTaBIMBAIOTCA U3 O€IKa KOPOBBETO MOJIOKA, KOTOPBIN
MOABEPracTCs MHTEHCUBHOMY  THAPOAM3Yy. MeHbllasgs JuMHA  LEeOd  3THUX
THAPOJIM30BAHHBIX OEJTKOB CHIDKAET BEPOSTHOCTH TOTO, YTO OHHU  BBI3OBYT
MMMYHOJIOTUYECKUUA OTBET Yy BOCIHPUUMUUBBLIX JeTed. bBOJBIIMHCTBO M3 HUX HE
COJIEpoKaT JIAKTO3bI, & TAKKE B UX COCTABE UMEIOTCS CPEAHELENIOUECYHBIE TPUTIINLIEPUIBI
(CLT), xoropble MOryT OBITh TMOJE3HBI B CiIy4yasX HapylIEHUsS BCAChIBAaHUS
YKUPOB. KOTOPBIE JIETKO TEPEBApUBAIOTCA M YCBaMBAIOTCA OpraHu3MoM pebeHka [3, 6,
19]. IIpumMeHeHHEe CMeCH Ha OCHOBE CHIBOPOTOYHOTO O€jIKa 3HAYMTEIHHO YMEHBIIACT
YHUCJI0 ATM30/10B KUCJIOTO racTpod3odareaabHOro pedirokca y aeTel ¢ Tskenoit popmoit
JUII, a cMech ¢ TUAPOIM30BAHHBIM OEIKOM MOJIOYHOW CBHIBOPOTKUA 3HAYUTEIHHO
CHW)KAeT 4YacTOTy TOUIHOTBHI M PBOTHI y AeTeil ¢ Tsokenod ¢dopmoi LI, Bricokas
3 PEeKTUBHOCT, HYTPUTUBHOM MOJJEPKKH MOJYyIEMEHTHON cMechio y nereit ¢ JIIII,
UMEIOIINX JIS(HUITUT MACCHI TEJIA U TACTPOMHTECTUHAIBLHBIE CUMIITOMBI, TIOJITBEPKIACTCS
MOJIOKUTEIbHON TMHAMUKON aHTPOMOMETPUUYECKHX MOKa3aTeseil U CHUKEHUEM YaCTOThI
raCTPOMHTECTUHAIBHBIX TPOSBICHUNA. Y NETel ¢ HEBPOJOTHMUESCKUMU 3a00JICBAaHUSIMU
BO3MOXKHO JJIMTEIbHOE NMPUMEHEHHE CMECEel Ha OCHOBE THUIPOIM3UPOBAHHOrO OeiKa
MOJIOYHO# chIBOpOTKH [3, 19].

DJIEMEHTHBIE CMECH HAa OCHOBE AMUHOKHCIIOT NIOKA3aHbI MMALIMEHTAM C ajulepruei

Ha OeJI0K KOPOBLET'0 MOJIOKA MJIM MHOXXCCTBCHHBIMH IMHUIICBLIMHA aJIJICPIUsAMHA, BKIIIOYasd
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cilydad 303WHOGMIBHOTO 330¢aruta. MHOTIa OHM MCHOJB3YIOTCS UIs JAETed ¢
CHUHIPOMOM KOPOTKOH KHIIKKM ¢ ManbaOcopOrueil. OTH cMecu Takke He CoJaepKatr
7akTo3bl, a Hekoropbie coaepxar CLT, kotopsile MOryT yiay4dylIUTh YCBOCHHE
xupa. OMHAKO JaHHBIE CMECH HMMEIOT 0oJiee BBICOKYI0 OCMOTHYECKYIO Harpysky, U
MO3TOMY TIEpeHOCITCsl He BceMH JeTbMH. KpoMme TOro, HeoOXOAuM MOHUTOPUHT
nokasartelyied KpOBH, MOCKOJIbKY OMNpe/IeJICHHbIE CMECH HAa OCHOBE aMHUHOKHUCIIOT ObLIN
cBsi3aHbI ¢ runioocdaremueit u paxurom [177].

Taxkxe UMeroTCs pa3Inyus cCOCTaBa CMecell B 3aBUCUMOCTH OT BO3pacTa peOeHKa,
HA4MHAs C IEPUOJa HOBOPOXKIEHHOCTH U 110 10 jieT, et crapiiero Bo3pacta noaydyaroT
OOBIYHO CMECH, MPETHA3HAYCHHBIC TS B3pocibiX [12].

CrenuanbHO pa3paOOTaHHBIE CMECH MOJE3HBl ISl JICYEHHS CHELM(PUUECKUX
MEeTabOIMYECKUX COCTOSHUM, TaKuX Kak (PEHWJIKETOHYPHS WIH Ipyrue 3aboeBaHUS
oOMeHna BemecTB [152]. D¢ GheKTUBHOCTh MIUPOKOTO HCIOJB30BAaHUS CMECed s
JICUCHHS caxapHOro nuabeTa, 3a00JeBaHUil TIEYSHU, JIETKUX WK TIOYeK He Joka3aHa [54,
158].

WNuTepeceHn TOT (akT, 4TO MHOTHE OHKOJOTMYECKHE OOJbHBIC, MOTyYaroliue
KOHCYJIBTALIMK 110 TIOBOJIY KOPPEKIHUH TPOPOJIOTHUECKOT0 CTATyCa, UMEIOT OOJBIIYIO
YIOBJIETBOPEHHOCTh OT OKAa3aHHsS MAJTMATUBHONW MEIUIIMHCKOW TOMOIIM HEXETU
OoJIbHBIC TIOJYYArOIKe CTaHAapTHYIO Tepanwuio [39, 80, 84, 119, 146, 149, 159].

PexomMengyemasi HopMa TUTaHUs 0OECTIEYNBACT OLIEHKY MOTPEOHOCTEH B SHEPTUHU
win Oenke, KOTopasl yIOBIETBOPSET MOTPEOHOCTH OOJIBITMHCTBA 30POBBIX JCTECH B
BO3pAacTHOHM rpymme, oOecrnedynBas ONTHUMAIBHBIA POCT C YYETOM HX T€HETHYECKOTO
noteHnuana. Jljis  mpoBeNeHUsT DHTEPANTBHOTO THUTAHHWS HEOOXOIWMO pacCUuTaTh
NOTPEOHOCTH B PHEPTHH U MPOBOAUTH MOCIEAYIONIYI0O KOPPEKTUPOBKY MO Mepe Habopa
Macchl Tena u pocta. CpeHue SHEPreTHUeCKHe MOTPEOHOCTH A€TEH 10 T0/1a COCTABIISIOT
110 xkxan/kr/cyt B Bo3pacte 1 mecsma, 95 kkan/kr/cyt B Bo3pacte 3 mecsieB u 80
KKaJI/Kr/CcyT B Bo3pacte ot 6 1o 12 mecsimeB [86]. OT roma 10 aByX JeT - 84 KKaj/Kr B
cyTku. Jlyig nmereil oT Tpex JIeT M cTapuie HauboJiee 4acTO MCIOJIb3YIOTCS OIEHKH,
noarorosieHuble MHctutyToM meaunuubl (IOM), kotopsie Bapwupytorcss oT 100

KKaJI/KI/IeHb y TpexjeTHux aerei 10 40-50 kkaa/Kr/aeHp y moAapocTkoB [86].
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[Tpu HeoOxomuMocT HabOpa Macchl Tena JJIsl OEHKU NOTPEOHOCTH B SHEPTUU HC
NOJIB3yeTCs creayromas hopMyna:

Tlompebrnocmu 6 snepeuu (kkan / ke / denv) = BOII ons 6o3pacma (kkan/ke/0enp) %
uoeanvHas macca meaa 015 pocma (ke)/gpaxmuueckas macca mena (k)

JlanHbie HOpMBI pa3paboTtansl ans koppekuu bOH y 3nopoBbix nereit. C nenbio
OIIpe/eNICHUs] JTONOJIHUTEIbHOW HYTpUTUBHOU mopaepxkke nereil ¢ IIC Heobxoaumo
YUUTHIBaTh HHIMBUyaJIbHbIE META0OIUYECKHE OCOOEHHOCTH nanueHTa. OTpUIaTeaIbHo
BJIMSET HA COCTOSIHUE MAllMeHTa KakK AePUINT, TaK U U30BITOK 3HEPIHH, YTO MOMKET
IPUBOJUTH K OXKUPEHUIO, META00JINYECKOMY CUHJIPOMY, 3aTPyAHEHUAM ABMKeHus. [1pu
3TOM MOTPEOHOCTH B SHEPTUU HAMPSAMYIO 3aBUCUT U OT YPOBHA (PU3NYECKON AKTUBHOCTHU

(tabnmua 3) [23, 26, 32, 69, 73]:

Tabnuna 3 — dakTopskl, BIUAIONIME Ha YHEPTETUUECKU OOMEH y JIeTeH C XpPOHUYECKUMHU

3a00JIeBaHUSIMU
DaKTOpPbl, CHUKAKIIHE IHEPTETHIECKYIO ®aKTOpbI, NOBBIIAOIIHE IHEPTETHYECKYIO
NoTpedHOCTH NOTPeOHOCTH

CenatuBHBIE TIpemnapatsl (0apOUTYypaThl Bonb, TpeBOXKHOCTB, rUMEpTEpMUS (TIOBBILICHUE
camwkaroT Ha 28,0-40,0%), 06e300muBaromIHe Ha 7,0-66,0%)
CpeAcTBa
[Ipenapartsl, O10KUpYONIHE HEWPOMBIIIEUHYIO | YCHICHUE MBIIIEYHOH aKTHBHOCTH
npoBoauMocTh (cHmxkenue Ha 20,0-42,0%) (peabunurarst) noseimenue Ha 42,0-91,0%
NBJI [Tponexuu (noseimenne Ha 20,0%), ormena MBJI

[TanimenTaM ¢ HapyIIeHUEM BcachiBaHUS (KUCTO3HBIN (PUOPO3, CHHAPOM KOPOTKOM
KHIIKK) U C TUIEPMETA00INYECKUMH 3a00JI€BaHUSIMHU (TSDKEIIbIE 0JKOTH, BPOXKIICHHBIE
MIOPOKHM cep/aria) morpedyercs Oonbiie sHepruu [7, 55, 88, 90, 130, 131, 137, 165,].

Jist pacyeta YpOBHSI OCHOBHOIO OOMEHa MOTYT MPUMEHATHCS (POPMYIIbI,
pexomennoBanusie ESPEN: dopmyner Schofield, Xappuca-benenuxra, BO3 [68, 75,
153, 158].

JIns netell co 3HAYUTENBbHO OTPAHUYECHHBIMM JIBUTATEIBHBIMU BO3MOXKHOCTSIMU
pa3paboTaHbl CrienuagbHbie pekoMmeHmammu: meton Kpwuka, pocroBoit meron, REE-

meron [122]. Haubonee mNpakTUKOOPUEHTHUPOBAHHBIM METOJOM pacuera CyTOUYHOH
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KUIOPUMHOCTHU Ul NAJUIMATUBHBIX MALMEHTOB SBIIAETCS POCTOBOM METOJ, TaK KAK OH
YUUTBHIBAET MOTOPHYIO AUCQYHKIIMIO, & TaKKE MOAXOIUT ISl pacuera KaJOpHMHOCTH
paloHa He TOJIBKO B CTAllMOHAPE, a TAKXKE B aMOYJIaTOPHBIX YCIOBUSX:

14,7 kan/cm — y pebenka 6e3 MOmMOPHOU OUCHYHKYUU,
13,9 xan/cm — y ambynramopmuwix 601bHLIX ¢ MOMOPHOU OUCHYHKYUEI,
11,1 xan/cm —y cmayuonapuwix OOIbHLIX.

BapI/IaHTI)I pacucTta SHCPIUH JIA IMAOUCHTOB C OTACIBHBIMH HO30JOTI'MYCCKHMU
(bOpMaMI/I B 3aBUCHUMOCTH OT BO3pacCTa, I10J1a, ,Z[BPIF&TGJIBHOﬁ AdKTHUBHOCTH IIPCACTABJICHBI

B Ta0iune 4.

Tabmuma 4 — PacyeT sHeEpreTMYECKOr MNOTPEOHOCTH ISl MAJUTMATUBHBIX JIETEH C

nopaxenueM LTHC

Ho3oJ10rus Bospacr, moa Pacuyer 3Heprum (kKaju/cm)

Cunapom Jlayna NeBOYKHU — 5-11 et 14,3
MaJIbuuKy — 5-11 Jer 16,1

Cunnpom Ilpanepa-Buman 10-11 (MuauUMYM 8,5)

Spina bifida 9-11

JILIL:

— aMOyaTopHbIi 6OIBHOM 5-12 net 13.9

— HeaMOyJ1aTOpHBINA O0JILHOU 11,1

BripaxxeHHOE CHM)KEHHE 10

JIBUTATEIIbHOW aKTUBHOCTH

YMepeHHOe CHUKEHUE ABUraTeIbHON

AKTHBHOCTH 15

JIns neteil co 3HAYUTENbHO OTPAHUYECHHBIMH JIBUTATENbHBIMU BO3MOKHOCTSIMU
pa3paboTaHbl BO3MOXXHO HCIOJB30BaTh MeTOoA Kpuka s OLEHKHM CYTOYHOM
KUIOPDUHMHOCTH pallMOHa, KOTOpBIM yuuThiBaeT D00, a TakkKe KOHBEPCHOHHBIC
k03 dunreHTs (akTOp aKTUBHOCTH, MBIIICYHOTO TOHYCa, pocTa) [122].

benok B cyrouHoM oObeMe MuTaHus J0JDKeH ObITh HEe MeHee 10-15% ot olrero
Kaytopaxa. MHorma KomudecTBO Oefika MOKeT ObITh yBennueHo A0 15-20% (tepamnus
TJIIOKOKOPTHKOHMIAMH, TPOPHUSCKUE HAPYIIECHUS — MPOJICIKHHU, IEPUOJT PeaOUIUTAIIIH )
[70].

JIns TDanMeHTOB, HAXOMSMIIMXCA Ha JUIMTEIBHOM JHTEPAJIbHOM MUTAHUU,
aJIeKBaTHOCTh TMOTPEOJIEHUSI SHEPTUU KOHTPOJIUPYETCS NYTEM MOCIEI0BATEIbHOIO

HU3MCPCHUA POCTA, MACCHI TCJIa U HAHCCCHUA PC3YJIbTATOB HAa KPHUBYIO pOCTaA. I[JIH JaIg €
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HEONTUMAJIbHBIM POCTOM MOTPEOJICHUE SHEPTHU MOXKET OBbITh YBEIHMYEHO 32 CUeT
YBEJIWYCHUST 00bEMa W/WIH KaIOPUHHOCTU cMeceil. TakuM MmanueHTaM peKOMEHIyeTCs
NEPUOJIMYECKU OILEHUBATh OMOXUMHUYECKUN aHalu3 KPOBH (DJIEKTPOJIUTHI, MOUEBHHA,
Kanmbluid, Gocdop, MarHui, IUHK, JKEIE30 W >KHPOPACTBOPUMEIC BHUTAMHHBI), YTOOBI
o0ecCIeyuTh ONTHUMAIbHOE MUTaHuE. DTU Mephl HauOoJiee BaXKHBI JUIS TMAIMEHTOB C
MaJUIMaTUBHBIM CTAaTyCOM, KOTOPBIE MOABEPraloTCs PUCKY HENOCTATOYHOCTU MHUTAHUS.
KimmHM4ecKon 1enblo SABIAETCS TOCTMIKEHHE MOJEIN POCTa, KOTOpas COOTBETCTBYET
KpuBbIM BceMupHON opraHuzanuu 34paBoOXpaHeHus. [ nerell ¢ TKeIbIMU
3a00JIeBaHUSIMU JIOITyCTUMO COOTHOIICHHE JUIMHA Teja/Macca Tejla K BO3pacTy B
3HaueHusXx ot 10 mo 25 nepuentms [40, 41, 70].

[Ipy mpoBeneHUH HHTEpPATbHON HYTPUTUBHOM MOTYT BO3HHUKATH pa3IMYHbIC
OCJIO)KHEHUS. Tak y NallueHTOB C HEBPOJIOTUYECKOM MATOJIOTUEN OJHUM U3 OCJIOKHEHUN
MOXKeT sBIATbCs [ DP 1 acniupalimoHHbIA CUHAPOM, YTO TpeOyeT He TOJIbKO IPaMOTHOMN
OpraHu3allMyd MUTaHUS, NOCTYpPajJbHOW TEpaluU, HO U HUCIOJb30BAHUS CHEIUATIbHBIX
3arycrureneu [23, 26, 32, 173].

JIMUTENbHOCTh HYTPUTUBHOW TMOJJEPKKA Yy MNaUIMATUBHBIX  MAIMEHTOB
ONpefensieTcsl TepaneBTHUYeCKol 3((PEKTUBHOCTBIO — A0 HOPMAJIM3AIMU IHILEBOrO

craTyca.
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I'nmasa 2. MATEPUAJIBI U METO/bI

JluccepTalioHHOE UCCIIeIOBaHKE BBITIOJHEHO Ha 6a3e kadenpsl pakyIbTeTCKON U
namnatuBHo neauatpun @I'BOY BO BI'MY um. H.H. bypaenko MuH3apasa
Poccuu (pextop — a.m.H., ipodeccop Ecaynenko W.3., 3aB. kadenpoit hakyabTETCKON U
nayuIMaTUBHOM nenuatpuu — 1.M.H. noueHT Jlennesa B.C.), a Takxke Ha 0a3ze oTaeiaeHUs
nayumatuBHoi nomoinu bY3 BO «O0nactHasg geTckas KiinHu4deckas ooiabHuia Ne 2» 1.
Boponexa (rnaBHbiid Bpau — ABaeeB C.A., 3aB. otaenenueM — [lomoa M.B.), kyna
TOCIUTATUZUPYIOTCS I€TH TOPOJIa ¥ 00JIACTH, HYKJIAIOITUECS B OKa3aHUU MaJUTHATUBHOM
MeauuuHckorn momomu B nepuon ¢ 2020 mo 2024 rox. IlpoBemenune ncciaenoBaHus
onoopeno Itnueckum komutetom GI'BOY BO BI'MY um. H.H. Bypaenko Munznpasa
Poccun (mpotokoa Ne 8 ot 17.11.2021 rozaa).

2.1 O0BbeKT uccjaea0BaHusa

Bcero moa Habmonenuem Haxoamnoch 360 nerel ¢ 3a00JIeBaHUSIMU, TPEOYIOITUMU
OKa3aHWsI TAJUIMATUBHOW TIOMOIIM, HAXOJUBIIUXCS Ha JIEYCHUH W JUHAMHUYECKOM
HAOJNIOZIGHUM B OTACJIEHWM NaUIMaTUBHOW momouu r. Boponexa. Kpurepusmu
BKJIFOUCHHS B WCCJIEAOBaHHE ObUIM: JETU C 3a00JEBaHUSIMH, TPEOYIOIIMMH OKa3aHUS
NAJJIMATUBHOW MEAMIMHCKOW IOMOIIM, B BO3pacTte A0 18 Jer, He mnonydaromue
JOTIOJTHUTENIHHO DHTEPATIHHYIO JIEUeOHYI0 CMECh B TEUCHHH | Mecslia, Haxoasmuecs Ha
CTallMOHAPHOM JIeUeHHH B oTaesieHue nammratuBHor nomoiid bY3 BO «OJIKB No2y,
uMerone TpohrUUeCKyr0 HEI0CTaTOYHOCTh, OIIEHKA MO0 CKPUHUHTOBOM IIIKaJjie OIEHKHU
pucka HegocrarouHoctu nutanus (STRONGkids) 4 wnm 5 6aioB, coracue 3aKOHHOTO
MPEJCTABUTEISI BBITIOJIHATh TPEOOBAHUSI HCCIEAOBAHUSA, IOJAMNUCAHHOE 3aKOHHBIMU
NpeACTaBUTEISIMU peOeHKa, HHPOPMUPOBAHHOE JTOOPOBOJBLHOE COTJIACHE HA ydacTHE B
uccinenoBanun (npunoxkenue 1). Kputepun MCKIIOYEHUS: HAHU3M, HACJIEICTBEHHBIC
6osie3Hu oomeHa. MccnenoBanue Ob10 0400pEHO JOKATBHBIM ATHYECKUM KOMUTETOM.

HccnemoBanue mpoBoIuiioch B 4 stamna (prucyHok 1):
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1 3TAN 360 geTeit BO c nanAvaTtMBHOM NaToNorMe
AHanu3 CTpYKTYPbl Na /IMAaTUBHOM

- Co3pnaHwWA perMcTpa NnaniMaTMEHOIR Nnatonorkm aetei BO
naTonorvK y aetei BO
2 3TAM 104 pebeHKa, HaXOAMBLIMXCA Ha CTALMOHAPHOM 256 petei, je rOCNUTANM3UPOBAHHBIX
NeyeHWu B OTAeNeHUK NaNTMaTUBHOW NOMOLLM B OTAeNeHWe NaNTMaTUBHOM NOMOLLA

OugeHKa Ha HaNMuMe HYTPUTUBHOTO PUCKA o . o ) KpuTtepumn
(ckpvHMHroeas wxana STRONGkids) OAKB No2 (2021-2022 r.) OAIKB No2 (2021 -2022 ) UCHIOYEHMA

M3
HMCCnenoBaHKMA

YrnybneHHaa oueHKa TpodoNorMuyecKoro Netn, nonyunewme 4 u 5 6annoe no [eTn, nonyumslume 3 u meHee Hanna no
CTatyca CKpWMHWMHIoBOM WKane STRONGkids CKPMHUHIOBOM WKane STRONGkids
(n=56) (n=48)

OcHoeHan rpynna (n=35) Mpynna koHTponsa (n=21)

3 3TAN

KoppeKkuwna Tpoduuecrkoin
HEeA0CTaTOYHOCTH

C6Hop aHamMHe3a, U3ydyeHue UCTOPUU NUTaHKA, PU3UKANbHBIKM OCMOTP, aHTPONOMETPUA, OLLEHKa
(W3MUECKOro pa3sBMTHA, COCTaBa Tena, nabopaTopHble MCCNefoBaHWA, pacyeT Heobxoaumoro
obbema AONONHUTENBHOW SHTEPaNbHOW NOAASPHKK

IuHamuyeckoe HabnwogeHne

OcHoBHan rpynna (n=35) Mpynna KouTpona (n=21)

Yucno HabnwaeHuin (n=175) Yucno HabnwogeHuid (n=105)
MonyyeHue NULLEBLIX NPO/IYKTOB NUTAHUA C
ydetom cnocoba NPUHATHAA NULLK, NOBTOPHAA
yrnybneHHan oueHka TpodonorMyeckoro
cTaTyca v AMHamu4yeckoe HabnwageHue

4 3TAN

NonyyeHue neyebHOR cMmecH, NOBTOPHAA
yraybneHHan oueHKa TpodonorMyeckoro
cTaTyca M AMHamu4deckoe HabnwageHue

TpyAHOCTH B OUEHKe TPohONOrMYecKoro
CTaTyCca W KOPPEeKLMK TPodHUYEeCKOoMr
HEeOoCTAaTOYHOCTH AETEeW Bpayamm
ambynatopHoro (n=32) n cTayMoHapHoro
3BeHa (n=13)

BbiABNeHWe TPYAHOCTEN OLEHKM U KomnbloTepHana nporpamma A1A OUeHKA 1
KOpPPeKuMM TpohON0rM4ecKoro cratyca

LETel Bpayamm KOppeKLMn TpodnyecKoit HegocTaTouHocT (4
[EeTel, HY:HAAKULMXCA B OKa3aHUK

1119 OLLEHKM M KOPPEKLIAM NannMaTMBHON MeJWULUMHCKOW MOMOLLM

TpodoNorMyeckoro cratyca y
NannMaTMBHbLIX MAUMEHTOB

Coz0aHne KOMNBITEPHOW NPOrpaMmbl

Pucynok 1 — Juzaitn ucciaegoBaHus
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Ha mnepBom »srTame mis W3y4eHHS YacTOThI BCTPEYACMOCTH TaAJUTMATUBHOU
MaTOJIOTHH OBUTH COOpaHBl JAHHBIE O BCEX NETAX, KOTOPhIE HYKIAIOTCS B OKAa3aHUU
najuIMaTUBHOM MeauiuHckod momomu (N=360), B r. Boponexe u Boponexckoii
o0nacTu.

Ha BTOpoM »Tame mnpoBeAeHUs HCCIENOBAaHUSA BCE JETH, IMOCTYNHBIIME Ha
rocnuTanu3anuo B oTaeieHue nawmatuBHoM momontu OJIKB Ne2 (N=104) Opumm
OIICHCHBI Ha HAJIMYUE HYTPUTUBHOTO PHCKA C TIOMOIIBIO CKPUHUHTOBOM IIKAJIBI OIEHKH
pucka HegoctarouHoctu nutanus (STRONGKkids). Jletu, momyuuBiiMe Ha OCHOBaHUS
CKpUHUHTa 3 W MeHee OajutoB OBLIM WCKIIOYEHBI W3 HCCIICIOBAaHUS, TaK Kak HE
COOTBETCTBOBAJIM KPUTEPHSIM BKJIIOUEHHUS B HCCIeNOBaHUA. JleTw, monaydumBIIHe Ha
OCHOBAaHHMH ONMpPOCHUKA 4 Wi 5 0amioB (BBICOKMH PHUCK HEIOCTATOUYHOCTU MHUTAHUS),
ObUTM OTOOpaHBI JIJIsl JajbHeWero ucciaenoBanus (N=56). J[aHHBIM manueHTam ObLI
OlIeHEeH Tpo(dooruyeckuit craryc 0osee yriryOaeHHO U BKITIOYall B ce0si: cOOp aHaMHe3a,
U3Y4YCHUE UCTOPUU MUTAHUS, GU3UKAIBHBIA OCMOTpP MallMeHTa, Ja00OPaTOPHYIO OLICHKY
TpodOJOTUYECKOr0 CTaryca, pacyeT HEeoO0XOAUMOro oObemMa JOMOJHHUTEIHHOM
SHTEPATILHOMN MOJIJIEPKKHU C TIOMOIIIBIO JIeYeOHOM CMECH.

Ha TpetheM aTame ucciaemoBaHMs TAIlUEHTHI ObUIM pa3lielieHbl Ha OCHOBHYIO
rpymnmy (N=35) u Ha rpymny KoHTpoJs (N=21).

Xapaxmepucmuxka nayueHmos 0CHOBHOU 2pynnbvl

B ocHoBHyto rpymnmy Bonwio 35 gereid, Hyxxaarommxcs B okazanuu [IMIL.
CornacHo knaccudukainuu EBponeiickoit accoruanuy nayumatuBHo nomonru (2009 r.),
BCE ManMeHThl oTHOCWINCh K 4 rpynme Il (HeoOpatumble, HO HE TTPOTPECCHPYIONTHE
COCTOSIHUS C TSKEIOW WHBAIMTHOCTHIO M TMOIBEPKEHHOCTHIO TAIUEHTA OCIIOKHCHHSIM H
BEPOSITHOCTH TIPEKJIEBPEMEHHON CMEpPTH, HampuMmep, TsOKeIbie (OPMBI JIETCKOTO
1epedpaIbHOTO Mapainya, TCHETHUCCKUE HapyIICHUS, HEOHOIIICHHOCTb, IIOBPEXKICHUS
rosioBHoro/criuaHoro mosra) [10]. B ocHOBHYIO rpymimy BOLUIM AETH C BPOKICHHOM
natosiornet [[HC: aHomamuu pas3BuUTHS TOJOBHOTO Mo3ra (Tuuaporedanms,
MUKporiedaus), BpOXKICHHBIC HEHpoaereHepaTUBHbIC 3a00ieBanms, CHHApoM JlayHa, a

takxke ¢ JIIIT GMFCS V yposens. U3 comyTcTBytomel MmaTojaoruu y ABYX TpeTe
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OOJIBHBIX BCTpEYalach SMUJIEICHS C PABHOM YaCTOTOM KaK y MaJbYMKOB, TaK U y J€BOYEK.
KoHTpakTypbl HaOIr0MaMCh Y OOIBIIMHCTBA IETEH U3 OCHOBHOM TPYIIIIHIL.

[lnan oOcnengoBanust OOJBHBIX OCHOBHOWM TpPYINIBI  BKJIIOYAT  OLIEHKY
TPO(OJIOrMYECKOT0 CcTaryca Ha OCHOBAHMM HW3YYECHUS PE3yJbTaTOB KIMHUYECKUX,
aHTPOMIOMETPUUECKUX U JIaDOpaTOpHBIX IMoOKazaTeneil. JleueHue, NpoBOAMMOE B
OTJICJICHUU NaJJTMATUBHOM TOMOIIM, BKIIOYAJo ce0s B 3aBUCUMOCTH OT IOKa3aHHM
IIPOTUBOCYAOPOKHYIO, CEJaTUBHYIO, 00€300JIMBAIONIYI0, AHTUCEKPETOPHYIO TEPaIUIO,
KOppeKIuio  aeguiura  Keinesa, a  TakKe  CHUMIOTOMATHYECKOE  JIeUCHUE
(anTHOAKTEpHATIbHAL, KAPOIIOHMKAIOIIAsl Tepanus). J[eTn 3 OCHOBHOM IpyMIIbl HCXOS
U3 MPOBEICHHBIX PACUYETOB HEOOXOAMMOW JOIMOJHHUTEIBHOM KaJOPUHHOCTH paluoHa
MUTaHUS TOJyYaJId JTOTOJIHUTEIBHO MOJYdJEeMEHTHYI0 cMech (Oenok 2,9 1/100 mu,
sHepreruyeckas HeHHocTh 100 KKai) K MUILEBBIM MPOIYKTaM MUTAaHUA. BOJBIIMHCTBO
JIeTel OCHOBHOM IpyMNIbl MOTy4alay NMUTaHue MeToaoM cumnuura (74,3%), Ha 30H10BOM
nutanu Haxoamnoch 20,0% mamueHToB. [leTsM ¢ ycTaHOBIEHHOM racTpocTomoi (5,7%)
OBLJIO PEKOMEHIOBAHO MEPENUTH Ha MOJHOE MUTAHUE C MOMOIIIbIO JIEUeOHOM CMecH.

MoHuTOpUHT  JTa0OpaTOpHBIX, (QYHKIMOHAIBHBIX, AHTPOIIOMETPUUYECKUX
napamMeTpoB OCYIIECTBISJICS B COOTBETCTBUM C WHIWBUIYAIbHBIMUA MPOTOKOJIAMU
HaOmoeHusl (4epe3 OJMH, TPH, IIECThb, AEBATh, JBEHAALATh MECSIEB OT HCXOJHOM
OIICHKH TpO(OIOrHIecKoro craryca). Koppekiusi JIOMOJHUTEIbHON JHTEpPaIbHOM
NOAJIEP)KKM MPOBOAWIIACH TPH KAKIOM OCMOTpPE MAalMeHTa HUCXOJsi W3 aHalu3a
(aKkTHYECKOro palioHa MUTAHMUSL.

Xapaxkmepucmuxa nayuenmos KOHmMpoJbHOU 2pynnbsl

[Ipy nuHaMUYeCKOM HAOJMIOJEHUU TMALMEHTOB BBISBICHO, YTO 3aKOHHbBIE
NPENCTABUTENN HE MPUAECPKUBAIUCH TaHHBIX PEKOMEHIALNNA MO0 KOPPEKIIMH TUTAHUS B
21 cnyuae. IIpoBeneHne muTaHus 4YEPE3 racTPOCTOMY OCYHIECTBIBUIOCH C IOMOIIBIO
«OJNIEHIM3UPOBAHHBIX» MPOJYKTOB MUTAaHUS MPOMBIIIJICHHOTO MPOWU3BOJCTBA WU
IIPUTOTOBJIEHHBIX CAMOCTOSTEIBHO.

[IpuroroBieHre NPOIYKTOB MUTAHUS B IOMAITHUX YCIOBUSX JJI UCTIOJIb30BAHUS
Yyepe3 racTpoCTOMY HEPEAKO UCTIOIb3YETCs POAUTENSIMHU, OHAKO 3TO HECET 32 COOOM A

PHUCKOB 1 HCAOCTATKOB, O KOTOPBIX MCAUIIMHCKHEC pa6OTHI/IKI/I JOJIDKHBI I/IH(I)OpMI/IPOBaTB
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3aKOHHBIX TPEJICTABUTENIEH, 00eCIIeYnBaOINX MUTaHue pedeHka Ha qomy [11, 98, 99,
129, 173].

bonsmmnacTBO nereit (80,6%) KOHTPOIBHOM TPYIIBI MOJIyYalld MUTAHUE METOJOM
CUIIMHTa, YCTAHOBJIEH Ha3oracTpaibHblil 3001 14,3% nanuentam, ractpoctoma — B 4,8%
cinyyaeB. JlaHHBIE J€TH COCTAaBWJIM KOHTPOJBHYIO TpPYIIYy C LEIbI0 OLEHKU
3¢ (HEKTUBHOCTH aJIEKBATHON HYTPUTUBHOM NMOAJIEPKKU. B cOCTaB KOHTPOJIBLHOM IPYIIIbI
Bxoauna 21 nmanuent. Bee netu Takke OTHOCWIINCH K 4 TpyIine oKa3aHus NauIMaTUBHOU
MIOMOIIU. BOJBIIMHCTBO A€TEN B KOHTPOJILHOM rpymiie uMenu naroioruto [THC: ngerckuit
nepeOpaIbHbIi napainy (1Mo CUCTeME KiacCu(UKauuu OONBIIMX MOTOPHBIX (DYHKIUI
GMFCS - V ypoBeHb, a TakKe aHOMAJIMHA Pa3BUTHSI TOJIOBHOTO Mo3Ta (THaporedanms,
Mukponedanus, wManbpopmanmu ['M),  BpoXXIEHHbIE  HEWpOJereHepaTUBHbBIC
3aboneBanusi, cuaapoM Ilaray. N3 comyTcTByrOIIel NaTOJOTHU Y TTOJIOBUHBI OOJIBHBIX
BCTpEUaIach SMUJIEIICHS B TPU pa3a yallle y MaJbuYMKOB, YEM Y JI€BOUYEK. KOHTpaKTyphI
HaOJIOAAIUCH Y BCEX JIETEeH U3 KOHTPOJIBHOU IPYIIIIBI, KPOME OJHOTO peOeHKaA.

brina npoBeeHa KOMIUIEKCHAs OlleHKa Tpodoiorudeckoro craryca. Bcem aetsim
MPOBOAWIOCH CTAHJAPTHOE JICYEHUE B OTIACJICHUHM MAJJIMATUBHOM TMOMOIIUA B
3aBUCUMOCTH OT OCHOBHOT'O U COMYTCTBYIOIIET0 MuarHo3a. [TarmentaM u3 KOHTPOJIbHON
TPy TAKKE MPOBOAMIICSA aHANU3 (PAKTUYECKOTO PaIliOHA MUTAHUS.

OcHOBHAasE W KOHTPOJbHAs Tpymnmna ObUIM COMOCTaBUMBI MO BO3PACTy U TOIY.
Pacnpenenenure manueHTOB OCHOBHOW M KOHTPOJBHON TPYII MO TOJY, BO3pACTy H

JIMarHo3aM MPEeICTaBICHO B TAOIHIIE 5.

Tabnuna 5 — PacnpeneneHue neTeil U3 OCHOBHOM M KOHTPOJBHOW TPyMHI MO MOy,

Bo3pacty u auaruosam (N=56)

Kpurepuii OcHoBHas rpynna (n=35) | KonurpoJsbHas rpynna (n=21) p
n % n %

Mabpuuku 16 457 12 57,1 0,408
JeBouku 19 54,3 9 429

Bospact 110 3 ser 5 14,3 2 9,5 0,798
Bo3spacr 3-7 ner 16 45,7 9 429
Bo3spacr 7-12 ner 8 22,9 7 33,3
Bo3spacr crapmie 12 ner 6 17,1 3 14,3

Bpoxnennas maronorus 12 34,3 9 42,9 0,521
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[Tponomxkenne TaOIUIBI 5

JLIT GMFECS - V ypoBeHb 23 65,7 12 57,2 0,521
Dnuierncus 24 68,6 11 52,4 0,226
Hannuue xoHTpakTyp 29 82,9 20 95,2 0,175

B 3amauy uerBepTOro sTama MpPOBEACHUS UCCIEIOBAHMS OBLIO BKIIOUYEHO
BBISIBJICHUE TPYAHOCTEW OIIEHKU TPO(OIOTrHYECKOTO cTaTyca JAETeH, HY>KIAIOIUXCS B
okazanuu [IMII, BpauamMu amMOyIaTOpHOTO U CTAIMOHAPHOTO 3BeHA. PecrioHneHTamu
BBICTYIIWUJIM Bpauu-IIeAUATPhl YYaCTKOBBIC U3 MATH MOJIUKIMHUK T. Boponexa (Nn=32) u
Bpauu-nieauaTpel U3 craiuoHapos r. Boponexxa bY3 BO OZIKB Ne2 u bY3 BO O/JIKb
Nel (n=13). B BbIOOpKY oOmpalimBaeMbIX BOILIA T€ JOKTOPA, KTO HEMOCPEICTBEHHO
OKa3bIBAa€T MEIULIMHCKYIO MOMOILb JIETAM C NaJUIMATUBHBIM CTaTyCOM.

Pacnpenenenne ompammBaeMbIX Bpadeil MO BO3pacTy, MOy, CTAXY U MECTY

paboTHI MPEJCTABICHO B Ta0IuUIIE 6.

Tabnuua 6 — Pacnipenenenrie peclioHAEHTOB 110 BO3PACTy, MO, CTAXKY U MECTY paObOThI

IMapamerp AMOyJ1aTOpPHOE 3BEHO CranuonapHoe Bcero
3BEHO
KonmuecTro Bpaueii (abc.) 32 13 45
Bospact (MeaunaHna, ner) 27,0 [25; 39,7] 39,0 [30,0; 47,5] 30,0 [26,0; 41,5]
JXenckwuii mon (adc.) 25 11 36
Myskckoi o (a6c.) 7 2 9
Craxx paboThl (MeIaHa, JIET) 3,0 [2,0; 8,7] 13,0 [6,5; 22,0] 5,0 [2,0; 15,0]

2.2. MeToabl HCCTIeI0OBAHUS

Ha mepBom stane Obu1u coOpaHbl JaHHBIE O BCEX JIETIX, KOTOPBIE HYXKIAIOTCS B
okazaHuu nayummatuBHOM momoiu (n=360) B r. Boponexe u BopoHexckoi o0acTu.
JlaHHble mpenocTaBwiM 48 METUIIMHCKUX YUPEXKIACHUHN, OKA3bIBAIOIIUX MEIUIIMHCKYIO
MoMoIllb JAeTAM: 15 naerckux mnoaukiauHuUK T. Boponex u r. HoBoBoponex u 33
[IEHTpaJIbHbIE pallOHHBIE JETCKUE OOIBHULIBI B Tiepuoa ¢ ceHTAO0ps 2021 r. mo aexabpb
2021 r. IlonmydeHbl OCHOBHBIE CTAaTHUCTHYECKWE JaHHBIE (BO3pacT, IOJ, pailoH
MPOKUBAHUSI, COIUATIBHBINA CTAaTyC CEMbH), COOpaHbI CBEACHHUS O HO30JOTHIX COIVIACHO
MKB-10, a Taxxe 0 KOJU4YeCcTBe ACTEH, HYKAAIOMUXCI B OKa3aHUM KaK CTaIl[MOHAPHOM,
Tak ¥ aMOyJnaTOpHOW NaJUTMATUBHOM MEIUIMHCKOM momoud. OneHuBancs crnocod
OCYILIECTBJIICHUSI TUTaHUS peOeHKa (CaMOCTOSITEIBHOE, WU

30HA0OBOC qcpe3
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racTpocToMy), CHOCOO OCYIIECTBICHMs JbIXaHus peOeHkKa (caMOCTOSATEIbHOE,
TpaxeocToMa WIH annaparHasi UCKYCCTBEHHAs] BEHTUJISLIMS JIETKUX ), HEOOXOIUMOCTh B
JOTIOJIHUTENBHON  KUCIOPOAOTEPANNHU,  HCKYCCTBEHHOM  BEHTWIALIMU  JIETKHX,
MOTPEOHOCTH B TICHXOJOTHYECKOW W COIMAIBLHOW TOMOIM, WH(OpMAIus O BHJC
POBOJUMBIX  PEaOMIIMTAMOHHBIX  MEPONPHUATAA U MOJYyYaeMbIX  PEOCHKOM
MEUIIMHCKUX TMpenaparax. PacrnpocTpaneHHOCTh Puch 3a00seBanuii cpenu neredt (B
JU1Aax) pacCcUYUTHIBAIIACH Ha 1000 JeTen KakK OTHOILLIEHUE
yrcia Nmch 3apeTUCTPUPOBAHHBIX  OOJIBHBIX — JleTell K YHCIEHHOCTU Ny JETCKOTO

Hacenenus o gopmye [30]:
Pmch= chh/ Nch*lOOO

CBenieHHsI O YHUCIEHHOCTH JETCKOTO HacelieHus Boponexckoil obiactu 1o
palioHaM TOYYEHBI W3 OTKPBITHIX WHTEPHET-UCTOYHUKOB JAHHBIX TEPPUTOPHUATHLHOTO
otnena denepanbHOM CITyKObI TOCYJapCTBEHHOM CTaTUCTUKU TT0 BopoHekckoit o0macTu
(2021 1.).

Ha BTOpOIf 5Tan npoBeAeHUsT UCCIENOBAHUS BOIILIU BCE JIETH, IOCTYIMBIINE Ha
rocruTaau3amnuio B oTaeneHue nammuatuBHo oMoty OJIKB Ne2 3a 2020-2022 ron.
Bce mamumenTsl ObUIM OIIGHEHBI HA HAJWYUE HYTPUTHBHOTO pHUCKAa C TTOMOIIBIO
CKPUHUHTOBOM IIKaJIbl OIEHKH pucka HemoctaroyHoctu nutaHus (STRONGkids).
[{enapro mpoBeNEeHUS CKPUHUHTA SIBISUIOCH BBISIBJICHUE JETEH, KOTOPHIM HEOOXOIUMO
MPOBECTH YTIIYOJIGHHYIO OIIEHKY TpO(OJOTHYECKOTO CcTaTyca JUId JadbHEHIIHIX
pPEKOMEHIAIUH 110 KOPPEKTUPOBKH MUTAHUS, KOTOPOE MOXKET MOJOXKHUTEIBHO MOBIUSAThH
Ha pe3yabTaT JiedeHus [1, 77, 91, 102, 133, 168, 169]. Onpoc mpoBOAMIICSA B MEPBbIC
CYTKH TOCIIUTAJIN3AIUNA U COCTOST U3 4 TTyHKTOB:

1) cyObekTMBHAsI KJIMHUYECKas OIEHKa HEJIOCTaTOYHOCTH TMUTAHUSA -
HEJI0OCTaTOYHAs BBIPAKCHHOCTh ITOJKOKHO-XKHUPOBOW KIIETYATKA W/HMIA MBIIICYHON
MacChl U/WiM ucxyasiiee auo (na-1 6amwi, vHer-0 6amios);

2) wHanuuMe 3a00yieBaHUS BBICOKOTO PHUCKA HEAOCTATOYHOCTH NUTAHUS -
OpoHXOJEroYHasi NUCIUIA3HsI, BOCIHAIUTEIbHBIC 3a00JICBAaHUS KHUIIICYHHKA, 3a7CpiKKa
YMCTBEHHOTO  Pa3BUTHS/YMCTBEHHasl  OTCTaJIOCTh, MeTabonM4eckue  OOJIe3HH,

MYKOBHUCIIM 03, HCAOHOIICHHOCTD, HCprOMI)IHIe‘{HBIG 3360HeBaHI/I}I, HEpBHAA aHOPCKCHUA,
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OKOTH, MaHKpPEaTHUT, TIaHUpyeMoe OOLIMPHOE XUPYPrUUYecKOe BMEIIATEIbCTBO, Pak,
cuapoM Kopotkoi kumiku, CIIMJ], TpaBmMa, XpOHHYECKOE CEPIEYHO-COCYIHUCTOE
3a0o0sieBaHUE, XpOHUYECKOEe 3a00JIeBaHUE IMOYEK, XPOHUYECKOE 3a00JeBaHUE IMEUEHH,
nenuakus (ga-2 6amna, Het-0 6amioB);

3) HEeAOCTATOYHOE MOCTYIUICHHE U TIOTEPsl MUTATEeNIbHBIX BEILIECTB - BhIpAXKEHHAs
nuapes (5 u 6osee pa3 B JieHb) W/Wiv pBoTa (0osee 3 pa3 B JieHb) B TE€UCHHUE MOCTETHUX
3 faHell, yMeHbIIEHHWE TMOTpeOJeHUs THUIIM B TEYCHHE HECKOJIbKHX JHEH M0
rocnuranu3aiuu  (3a MUCKIIOYEHHEM TOJOJIaHUs, CBS3aHHOTO C  Pa3IMYHBIMU
MaHUITYJSIIUSAMU WIA TE€pell XUPYPruYeCcKUM BMEIIATEIbCTBOM), PEOEHOK Ha MOMEHT
NOCTYIJICHUSI YK€ MOJIy4aeT HAa3HAUEHHYIO HYTPUTUBHYIO MOAJIEPKKY, HEBO3MOXKHO
YIIOBJIETBOPUTH (PU3MOJIOTHUECKHE MOTPEOHOCTH B MUIIEBBIX BELIECTBAX U3-3a 00M (1a-
1 6amn, Het-0 6amIoB);

4) moteps Macchl Teja UM OTCYTCTBUE ee MpuOaBku s nereit 1o 1 rona (na-1
6asn, 2-0 6amioB).

[lepBblie ABa MyHKTa OLIEHUBAJIUCh BPayOM, TPETUN U YETBEPTHIN 3aMOJIHSIIUCH HA
OCHOBAaHMM AaHAMHECTUYECKUX JaHHBIX (MakcumanbHasg cymma OamioB 5). Ilpu
COMHEHMHM OTBET cuutajics orpuuarenbHbiM (0 O0amioB). B 3aBUCMMOCTH OT CyMMBI
NOJyYEHHBIX [0 ONPOCHUKY OauioB JeTed Kiaccu(UUUpPOBaIM Ha TPYIIbI
HYTPUTUBHOTO pucKa: «0 OaIoB)» — HU3KHM pUCK, «1—-3 Gaia» — yMepeHHbIN pUCK, «4—
5 6aIoB» — BHICOKUN PHUCK.

JleTy, moayYMBIIIME HA OCHOBAHWHM OINPOCHUKA 4 Min 5 0aioB (BBICOKHUN PHCK
HEJIOCTaTOYHOCTH MUTaHUs), ObLTH OTOOPaHKI AJIs JalibHEHIero ucciemaoBanus (N=58).
JlaHHBIM mManMeHTaM ObUT OLIEHEH TpOo(oJornyeckuid cratyc OoJiee YriIyOJIeHHO U
BKJIIOYAJI B ce0sl:

1) COop aHamMHe3a — OIIEHKAa aHTPOTIOMETPUUECKUX MapaMeTpoB (pocT, Macca Tena,
CPOK IecTalliH) PU POKIACHUH, cOOp Kajo0 1 aHaMHe3a (MpeHaTaIbHOT0, COLIUAIBHOTO,
AJIEPTrOJIOTMYECKOT0, HACJIEICTBEHHOIO, JIEKAPCTBEHHOT'0), ONPENEIEHNE OCHOBHOTO U
COIMYTCTBYIOLIMX JIMarHO30B. YUUTHIBAJTUCH 3a00JIEBaHUS CO CTOPOHBI KEITYJOYHO-
KUIIEYHOTO TPaKTa, TaK KaK JAHHBIE COCTOSIHHS SBISIOTCS (PaKTOPOM PHCKa Pa3BUTHS

Tpodudeckoit HemocrarouHoctd [26]. Jlmarno3 3amop BBICTABISUICS HAa OCHOBaHUM



58

Pumckux kputepues |V nepecMmoTpa u bpucronbckoit mkana oneHku Gopmbl kana [33,
42]. Ouenka HaBbika 3G (EKTUBHOCTH M 0€30MacHOCTHM MHUTAHMS IPOBOJMIACH IO
cucreme kiaccudukaruu Eating Drinking Ability Classification System (EDACS)
[Sellers D. et al., 2014]. JInarHocTtrka ractpo33odareanbHoi pedrokcHOi 0oNe3HH
OblJJa OCHOBaHa Ha KPUTEPHUSX COBPEMEHHBIX OTEUYECTBEHHBIX U 3apyOeKHBIX
pexomenganuii  [31]. OrmeHka pucka HEAOCTATOYHOCTH IUTAHHS TMPOBOJMIACH C
OMOIIbIO CKprHHHTOBOM KAl STRONGKiIdS.

2) V3yyeHne UCTOPUU TTUTAHUS TPOU3BOIUIOCH C TOMOIIBIO aHKETHOT'O METO/a B
BHUJIE COCTAaBJICHUSI JHEBHMKA TUTaHus 3a 3 1HA (2 OynHuX AHS U | BBIXOJHOW).
XWMHUYECKUI COCTAaB palMoHa ObUT MPOAHAIM3HPOBAH C IMOMOIIBI 0a3bl JaHHBIX
«XUMHYECKUN COCTaB pOCCHUMCKUX MpoAykToB mutaHus» W.M. CkypuxunHa u B.A.
Tytenbsina (2008). 1ist otieHKH haKTHYECKOTo MOTpeOIeHs OCJIKOB, JKUPOB, YTIIEBOI0B
U DHEPruM MOJy4YeHHBbIE 3Ha4YeHMsI comocTaBsuiuch ¢ «Hopmamu dusmomornueckux
NOTPEeOHOCTEN B OCHOBHBIX BEIECTBAX M SHEPIHH VIS PA3IMYHBIX TPYIIN HACEICHUS
Poccuiickont @enepamum», MP 2.3.1.0253-21 ot 22.07.2021 r.

3) Ou3uKaIbHBIA OCMOTpP TAIlMEHTA - CErMEHTapHOE M3MEpPEHUE JJIMHBI Tela,
Macchl Tella, pacyeT MHJIEKCa MacChl TeJa, U3MEPEHUE TOJIIMHBI KOKHOM CKJIaJKU MO
JIOTIATKOM M HaJ] TPUIIETICOM, OKPY>KHOCTEH CpeiHEl TpeTH Oeipa U OKPYKHOCTh CpeTHEN
tpetu 1wieda (OII), onmpenenenue copep:kaHus >KUPOBOM TKaHH, OINpeAesieHne o0beMa
Mo wieda (PIIOMII), pacuer % conepkanus >KUpoBOM Macchl B Opranusme. B cBs3u
C HaJIMYUEeM KOHTPAKTYp, HCKPUBIECHUN TMO3BOHOYHHKA (CKOJMO3BI, KH(O3bI),
MBIIIIEYHON TUTTOTOHUU JIETSIM MPOBOAMINCH CETMEHTapHBIC U3MEPEHUSI KOHEYHOCTEHN U

OLICHKA TPEJIO0JIaraeMoro pocTa 1o Gpopmyiie:

P (em)= (3,26 x JII') + 30,8, 20e P — pocm pebeuxa 6 cm., /I (cm) — amo
ONIUHA 20J1eHU.

Y Bcex ngeredl TPOBOAWIOCH HM3MEPEHHE MAacCChl Tejla B COOTBETCTBHU CO
craHmapramu [5]. B3BemmBaHWE MPOBOIWIOCH HAa OTKAIMOPOBAHHBIX 3JIEKTPOHHBIX
Becax, 0e3 TOAry3HHKa, C MHHHMAJIbHBIM KOJHMYECTBOM OAcKIbl. OlieHKa
aHTPOTIOMETPHUECKUX ITOKA3aTeJIeH MPOBOAMIIOCH B COOTBETCTBHH CO cTaHAapTamMu BO3

¢ nmomoulpko pacyera Z-scores MT k Bo3pacty, poct k Bo3pacty u UMT k Bo3pacty ¢
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MOMOIIBIO UCTIOJIB30BaHMUs KOMIbIOTEpHBIX TporpaMmM WHO Anthro (y aeteit no 5 ner),
WHO AnthroPlus (y mereii ¢ 5 no 19 net) u npmioxenus ais cmaptdona AnthroCalc
[12, 182]. CteneHb 6€IKOBO-IHEPTETUUECKOM HEIOCTATOYHOCTH Y JETEH, HY K IAFOIITUXCS
B OKa3aHWM MNaJUIMAaTHBHONW MEIMIIMHCKOM IIOMOINM, OLIEHHWBAJIach COIJIACHO
obOmenpuHaThIM cTangaptam BO3 [12]. Bo3pactHas HopMa npyuHUMAaNACh MPU 3HAYCHUH
Z-score oT -2 10 +2 SDS st mokazatens pocta, ot -1 1o +1 SDS — qns UMT. Jlerkyto
OEJIKOBO-PHEPTETUUECKYI0 HEIOCTATOYHOCTh MUTAHUSI ONPEACISIN MPU HAXOXKIACHUU
nokaszaresiei B mpoMexyTke ot -1 10 -2 SDS, ot -3 no -2 SDS - cpennetsikenas BOH, a
menee -3 SDS — mspkenas BOH. M3mepenre ToMmMHB KOKHOW CKITaIKH HaI TPUIIETICOM
(TKCT) mneya u nmon nomnatkoi (TKCJI) mpoBOAMIOCHE MEXaHHMYECKUM KaJIUTIEPOM
(mpousBoacTBO Poccust) ¢ morpemntHocThio u3Mepenus 1,1%, a usmepeHue okpyKHOCTeH
cpeaHedl Tpetu Oelpa M IUleda C TOMOIIBI0O CAHTUMETPOBOHM JIeHTHI. [IporieHTHOE
coneprkanue xxupa B Tese Ha ocHoBaHurd TKCT u TKCJI Ob110 onpeeneHo ¢ moMOIIbIo

ypaBueHwust Slaughter M.H. u coagt. (1988):

% orcupa 6 mene=1,21*(TKCT+TKCJI)-0,008*(TKCT+TKCJI)*2-1,7, 20e
TKCT — monwuna koxcHot ckraoku Hao mpuyencom nieda, TKCJI — monwuna
KOJCHOU CKIA0KU NOO TONAMKOU.

Pacder nmokazareneit oobema maim mieda (PIIOMIT) onpenensics mo dopmye:

PIIOMII(cm) = Oll(cm) — 3,1416 < TKCT(cm)).

[Tonyuennsle 3HaueHnss TKCT wm PIIOMII cpaBHMBamuch ¢ KOHTPOJBHBIMU
3HAYEHUSIMHU TEPLEHTUIbHBIX TaONMIl AJii JAEeTed M IMOAPOCTKOB, COOTBETCTBYIOIHUM
crangapram BO3 [http://www.who.int/growthref/tools/en/], npunoxenue 4.

[ToBTOpHBIN (PUBMKAIBHBIA OCMOTP C AHTPOIOMETPHEH y KaKIOTO MalUeHTa
IPOBOAMJIICS Yepe3 Mecsl, TPH, IIECTh, IEBATh W JBEHAALIATh MECSIEB OT HMCXOJHOU
OLICHKH.

4) JlabopaTopHas oreHKa Tpo(OJOTHUECKOT0 cTaTyca BKIIOYajga B ceOs 3a00p
OOIIero aHajW3a KPOBU C OIpEACTCHHEM JICHKOIMTApHOW (OPMYIIBI, MOACYETOM
aOCOJIIOTHOTO 4Hciia JTUMQOLUUTOB, OMOXMMUYECKUN aHAIU3 KPOBH C OINpPEACICHUEM
ypoBHSL  obOmero Oenka, anpOymuHoB, C-peaktuBHOro Oenka, (eppuruHa,

CBIBOPOTOYHOI'O JKCJIC3a KPOBH. OCYIHCCTBJISIHCH H_IeCTI/IKpaTHHﬁ 3360[) KpOoBH [OJI4A
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U3YyYEHHUs TeMOrpamMMbl — MPH HCXOJHOM OLIEHKE TPO(OJOTHUECKOTO cTaTyca M 4epes
OJIUH, TPH, LIIECTh, EBATH, IBEHAIIATh MECALIEB OT HaYana HaOIIOICHUSI.

OO6cnenoBanre MPoOBOIUIOCH YHU(DUIIMPOBAHHBIM METOJIOM Ha 0ase mabopaTopuu
bY3 BO OJ/IKb Ne2 ropoma Boponexa (3aB. 1ab. MamnsiieBa O.M.). Ucnonbs3oBancs
AaBTOMATHYCCKUI reMaToIorndeckuii anamuzatop «Sysmex-XT-1800i» (Amouus, 2006).

YHUUIMPOBaHHBIM METOJIOM OCYHIECTBISIIOCH OMpE/eNieHne IoKa3aTesen
OMOXUMHUYECKOTO aHanu3a KpoBu: C-peakTHUBHBIN 0€I0K, OOl 6€T0K, aTbOyMUHBI.

CreneHb aHEMUU WMHTEPIPETUPOBANIACH COTJACHO TMOPOTOBBIM 3HAYCHUSIM
remorjoOuHa, pekomenayembiM BO3: Bo3pact ot 6 mecsueB Ao <5 jget — 110 r/m, ot 5
1o <12 net — 115 r/m, ot 12 no <15 ner — 120 /i [175, 183, 184].

AbGcomoTtHoe uymcino smmdoruToB (AUJ]) B oOmeM aHamuze KpOBHU

PacCUUTHIBATIOCH TTO hopMyJie:
AYJI = numpoyumur (%) xonuuecmeo nevikoyumos (*10%1) / 100.

Pe3ynbprathl TpaKkTOBaIMCh CIEAYIOIIUM O0pa3oM: OTCYTCTBHE HapyIICHHUN
nutanus (1,8*10%0n), Hapymenne nuranus nerkoii crenenu (1,79-1,5%10%n), camxenne
nuTanue ymepeHHo BeipaxkenHoe (1,49-0,9*%10%1), BeIpakeHHOE CHUKEHHME IUTAHUS
(mmxe 0,9%10%m).

Hopwmpsl ceiBopoTouHOTro xenesa (6omnee 12,5 mkmons/n), bepputuna (>30,0 Mkr/m)
OIICHMBAJIMCH COTJIacHO cTaHaapTam BO3 u MexayHapoaHbIX pekoMmeHmanui [175, 183,
184]. VuurtbiBas, 4TO HHU3KUNA YpOBEHb (EppUTHHA B CHIBOPOTKE KpPOBH BCeETra
COOTBETCTBYET HeQUIUTY >Kejie3a, HO HOPMAIbHBIM WM TOBBINICHHBIH YPOBEHb
dbeppuTrHa HE UCKITIOYAET aeduIMTa Kene3a, Tak Kak (EepPpUTHH SBISAECTCS pearecHTOM
ocTpoil (pa3bl, 1 €ro YpOBEHb B CHIBOPOTKE KPOBU TMOBBIIIAECTCSA MpU 3a00JIEBaHHIX
NEYCHN, BOCMAJICHWU U 3JIOKAYECTBEHHBIX HOBOOOPA30BaHUSX, YPOBEHb (eppuTHHA
orieHuBasicsi BMecte ¢ Mapkepom BocrnaieHusi — CPb [81, 162]. IIpu ypoBue CPB, ne
MPEBBIIIAIOIIEM BepXHEH rpanuiibl pedepeHcHbIX 3HaueHuit (menee 5,0 mr/in), pepputun
OLICHWBAJICS KaK MapKep 3amaca jkeneza B opranusme, a ecnu CPb mpesbiman
HOpMaTHUBHBIE MIOKA3aTel, TO OIIeHKa (heppuTHHA KaK MapKepa 3araca >keje3a B TaHHbIH

MOMEHT BpEeMEHU He MpoBoauiack. s omeHku nadopatopHbix mnokaszateneit CPb,
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nokaszarenen 6enkoBoro oOMeHa (001ero 6enka u aTbOyMUHA) HUCIIONIB30BAIMCH HOPMBI
pedepeHCHBIX 3HaYeHH i aeTckoi nomymsiiuu [ Kamsimmaukos B.C., 2014].

5) Pacdyer HeoOxonuMoro o0beMa JAOMOJHUTENBHON YHTEPATbHON MOIIEPKKUA —
pacyeT ’HEepruu OCHOBHOTO oOMeHa, MOTPEOHOCTEH B KaJlopaXke C MOMOIIBIO METOAA
Kpuka.

Jis  pacueta  OCHOBHOTO  oOMeHa  mpuMeHsumch  ¢opmynsl  BO3,

pexomenioBanabsie ESPEN (tabmmma 7) [8, 46, 54, 129, 137].

Tabmuua 7 — YpaBuenus WHO i1t 6a30Boii TOTPEOHOCTH B SHEPTUU Y JETEN

IHon Bospacr Pacuer, kkas/cyTkn
Mysxckoi 0-3 60,9 x macca tena, kr — 54
3-10 22,7 X Macca Tena, Kr + 495
10-18 17,5 x macca tena, Kr + 651
Kencknit 0-3 61 x macca Tena, Kr — 51
3-10 22,5 x macca tena, Kr + 499
10-18 12,2 x macca Tena, Kr + 746

[Ipu pacuere ypoBHSI OCHOBHOTrO OOMEHA YUUTBIBAJICS T10JI, Macca Tejla U BO3pacT
pebenka. OreHka He0OX0AMMON CYTOUHON KAJIOPUIHOCTU pallioOHa MATAHUS JIJIsl IeTen
CO 3HAYUTEIIbHO OIPAHWYEHHBIMU JIBUTATEJIBHBIMU BO3MOKHOCTSMHU MPOBOAWIACH C
ucrosib3oBaHueM Meroaa Kpuka ¢ ydyerom 3HEpruM OCHOBHOrO oOMeHa, (akropa

MBIIIIEYHOTO TOHYCA, (haKTopa aKTUBHOCTH U (pakTopa pocta [122]:

Kran/cym = (B3I1 x ®MT % ®A)xDP, 2o0e

BOII — 6azosas snepeemuueckas nompebHOCMb (paccuumsi8aemcs no Gopmyiam
BO3, Schofield, Xappuca-beneouxma)

OMT (dhaxmop mwiuweunozo monyca): 0.9 — cuuodicen, 1 —nopma, 1.1 - nogvluen
@A (hakmop axmuenocmu): 1.15 — nesxcauuti bonvhou,; 1.2 — uneaiuoHoe Kpecio,
1.25 — nonzarowuii; 1.3 — ambyramopmwiii 601bHOT

@P (¢hakmop pocma): 5 kxkan/e sceraemou npuOABKU MACcobl meid

HeoOxonumoe KOMMYECTBO JAOMOJHUTEIBHONM SHTEpPAJbHON TOAJCPKKH B MII
PaCCUYHMTHIBAJIOCH KaK Pa3HUIIA MEXTy HEOOXOIMMBIM KOJIMYECTBOM KKaJI/CyT 110 METOIY

KpI/IKa )41 (i)aKTI/IIIGCKI/IM HOTpe6HeHI/ICM KK&H/CYT Ha OCHOBAHHMH aHaJIn3a TPEXIAHCBHOI'O
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panuoHa nutanus. J[ns oGnerdeHus pacueToB, AaHHBIE (OPMYJIbI OBLIM 3aJI0KEHBI B
KOMIIBIOTEPHYIO MPOTpamMMy, pa3pabOTaHHYIO AJIi COCTaBJICHUS OICHKU U KOPPEKIUH
TpoOJIOTHYECKOro cTaTyca y JeTel, Hykaaromuxcs B okazanuu [IMII.

KommiekcHast maGopaTopHasi olleHKa TPOPOJIOTHUECKOTO CTaTyca B OCHOBHOM H
KOHTPOJIBHOM Tpymnax IIOBTOPHO IIPOBOJMJICS 4Yepe3 Mecsl, TPU, LIECTb, JIEBITh U
JIBEHAJILIaTh MECALIEB OT UCXOJHOM OLIEHKH.

Ha tperbeM 3Tamne uccienoBaHrs B 3aBUCUMOCTH OT MIPUBEP>KEHHOCTH 3aKOHHBIX
IpeICTaBUTENEH K Ha3HAYCHUIO JIeYeOHOr0 MUTAHUS MAlMEHThl U3 OCHOBHOW TPYIIIBI
(n=35) wcxoms W3 TMPOBEACHHBIX pPAcUeTOB HEOOXOIMMON  JOMOJHHUTEIHHOM
KAJIOPUMHOCTU pallMOHA MUTAHMS MOJTYYaJId JAOMOJIHUTENIBHO MOJTY3JEMEHTHYIO CMECh
(6emox 2,9 1/100 ™M, osHepretudeckass IeHHOCTh 100 Kkkaja) B CTaHIapTHOM
n3okasopuitHoM (1 Mn=1 kkan) win runepkagopuiiHoM paszBeaeHuu (1 mu=1,5 kkain).
Koppekuust AOMONMHUTENBHON 3HTEPAIbHON IMOANEPKKH IPOBOJAMIIACH NPHU KAKIOM
OCMOTpE NaIMeHTa UCXOsl U3 aHaIn3a (aKTUUECKOro palnroHa nuranus. [lanuenram u3
KOHTPOJIBHOM TPyNIbl CYTOYHAs KaJOPUWHOCTh pPalMOHa BOCHOJIHSIACH 34 CUET
NUIIEBBIX MPOAYKTOB NMuTaHus. [IoBTOpHAs KOMIUIEKCHAsl OLEHKA TPO(OJIOTHUECKOTO
cratyca ((pu3HKaIbHBI OCMOTpP, AaHTPOTIOMETPHS, JIAOOPATOPHASI OLEHKA) U KOPPEKLIHS
panuoHa NMHUTAHMS MPOBOJWIIACH NALMEHTAM W3 OCHOBHOM M KOHTPOJIBHOM Tpynn B
JTMHAMHYECKOM HaOJIIOJIEHUU Yepe3 OAMH, TPH, IIECTh, ACBATh U JBEHAATh MECSIEB
NoCJIe Hayana HaOJII0IEHUS U HA3HAUYEHHUS SHTEPATbHON MOAIEPKKU.

Mertoabl 1 00BEM MPOBEICHHBIX 00CIIeI0BaHUIT 0003HAYCHBI B TabyHIIe 8.

Ta6numa 8 — Metoibl 1 00bEM MPOBEICHHBIX UCCIEOBAHUM Y JeTel, HYKIalOIIUXCS B

OKa3aHUM NaJIMATUBHON MEIUIIMHCKOM MOMOIIHN

Metoxa KoanuectBo KoanuectBo
00CJ1eJ0BAHHBIX JIeTeil HCCJIeI0BAHUI

COop xanob u aHamHe3a 56 336
OreHKa prucKa HEJ0CTaTOYHOCTH TTUTAHUS 104 104

C TIOMOIIIbIO CKPUHUHTOBOM IIKAJIBI

STRONGKids

W3y4yeHne ncTopuu NUTaHUs 56 336

AHTponomeTpus

N3mepenne pocrta 56 336
M3mepenue Maccel Tena 56 336
Ornenka Z-SCOre/poct 56 336
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[Tponomkenne Tabauipr 8

Onenka Z-score/macca tena 56 336
Onenka Z-score/UMT 56 336
Onenka TKCT 56 336
Oneunka TKCJI 56 336
Wzmepenue Ob 56 336
Nzmepenue OI1 56 336
Pacyer PIIOMII 56 336
Pacuer % coneprxaHust )KUPOBOW MacChl B 56 336
opraHusme

JlaGopaTopHbIe METOABI 00CIETOBAHHS
OO0mwmit aHaIU3 KPOBU 56 336
C-peakTHBHBIN OEIIOK 56 336
OOmwmii 6emox 56 336
[Tponomkenne Tabuib! 8
Anp0ymMuH 56 336
deppuTuH 56 336
CBIBOPOTOYHOE JKEJIE30 56 336

CocTtaBJeHHE pallMOHA TTUTAHUS

Pacuer 500 (BO3) 56 336
Pacder cyTo4HOI1 KamOpUItHOCTH pannoHa 56 336
MetosioM Kpuka
Pa3paboTka 1 KOppeKIus pamuoHa 56 336
MTUTaHUS

Ha geTBepToM 3Tamne Haliero ucciaenoBaHus Obula COCTaBlIeHa aHKeTa I onpoca
Bpayeil CTaMOHApHOTO M aMOyJIATOPHOI'O 3BEHA C LEJbI0 BBISIBJICHUS TPYIHOCTEH
OLICHKU TPO(OJIOTHYECKOTO CTaTyca JAeTeH, HyKAAIOUXCs B OKa3aHUH MaJUTMATUBHOM
MEAMIIMHCKON MOMOIIM. AHKETa BKJIOYaja B ceOsl MachmopTHYIO YacTh (I0JI, BO3pAacT,
MeCTO padoThl, CTaX pabOThl MO CHeUUasbHOCTH, Hanuuue «LleHTpa 310poBbS» B
MEJUITMHCKOM YUPEXKICHHUH ), & TAK)KE OCHOBHYIO YaCTh aHKETHI (TIPHIIOKEHHE 3).

Ecnu Bpau paboTan B aMOyIaTOpHOM 3BEHE, TO BBISBIISUIOCH KOJIMYECTBO JETEH C
NaJUIMATUBHBIMM COCTOSSHMSIMH Ha Y4YacTKe, a €Clii B CTAal[MOHAPHOM — CpelHee
KOJIMYECTBO JeTed C Ma/VIMaTUBHBIMHM 3a00J€BaHUSAMH, MOCTYNAOIMIUMUA B MECHIII.
OueHuBaMCh CIOCOOBI AHTPONIOMETPUUYECKUX U3MEpPEHUH (POoCT, Macca Teja, TOJMIMHA
NOJIKO’KHO-)KMPOBOM KJIETYATKU HAJ TPULIETICOM M JIONATKOM, OKPYKHOCTH CPEIHUX
Tperel mieya U Oenpa), METOABI OLECHKM (PU3MUECKOTO Ppa3BUTHUS (KOMITBIOTEPHbBIE
nporpammbl - Anthro u  AnthroPlus, npunoxenue mns Ttenedona AnthroCalc,
NEePLEHTUIbHBIE TaOMULIbl It 310poBbIX fnereit u ans nereit ¢ JUIIL, unnexe Ketne,

nzonupoBanHas omneHka MMT). Yacrora aHTPONOMETPUYECKUX  H3MEPEHUU
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cpaBHUBaNack ¢ Hopmami, pekomeHayembiMu ESPGHAN [91]. [Tpu npoBenernu onpoca
BBISICHSJIOCHh HAIMYHME KAIUIIOMETPA B MEIUIMHCKOM YUYPEKJICHUUM U BO3MOXKXHOCTHU
npoBeneHus: OuoummenancMerpuu. [lomydeHHble pe3ylbTaThl YacTOThl MPOBEACHUS
7abopaTOpHON OLEHKH TPOQOJIOTHIECKOTO CcTaryca y JeTed C NaTHaTUBHBIMU
COCTOSIHUSIMH TaK)K€ CPABHUBAJINCH C 3HaUeHUsIMH, pekomeHayembiMu ESPGHAN. I1pu
OLIEHKE METOJIOB pacyeTa AOIMOJHUTEIbHONW SHTEPAIbHOM MOJNEPKKHU I JETEe Mpu
CHI)KEHHOM TPO(OJIOTUUECKOM CTaTyCce€ PECHOHJICHTAM IMPEIIarajioch OTBETHTH,
HA3HAYaIOT JIM OHU JOTIOJHUTEIBHOE SHTEPAIbHOE MTUTAHUE U CIIOCOOBI €T0 pacyeTa Mnpu
MOJIOKUTEIIBHOM ~ OTBET€  (OPUEHTHUPOBOYHO, corjiacHo Metrony Kpuka, ¢
WCITOJIb30BAaHUEM DJHEpruu ocHoBHOro obOmena, 10,0-20,0% ot pexomeHgyeMoin
CYTOYHOM KaJOpUHHOCTH painuoHa mnuTaHus). OmnpaiimBaeMble TakKe ONMUCHIBAIN
CJIO’)KHOCTU, KOTOPbIE BO3HUKAIOT Y HUX MPU MPOBEACHUU OLIEHKU TPO(OIOTHUECKOTO
craryca y JeTed, Hyxaamomuxcs B okaszanuu I[IMII, a Ttakxke mnpu pacuere
JOTIOJTHUTEIBHON YHTEPATLHOMN MOACPKKU. BO3MOXKHBIE TPYTHOCTH BKJIIOYAIH B CeOs
OTCYTCTBHUE JOCTATOUYHOI'O KOJIMUECTBA BPEMEHH, HEXBATKY O0OyYarolNX MaTepUaIOB 1O
TOM TeMe, HEOOJBIIOe KOJIMYECTBO TMAIMEHTOB, KOTOPHIM HEOOXOAMMa OIleHKa
TpoOJIOTUYECKOr0 CTATyCa U pacueT MUTAHUSI, U, B CBS3HU C 3TUM OTCYTCTBHE MOTHUBALIUU
K oOyuenuto. M B 3akiIi0ueHUH BpavyaM Mpeiarajoch OTBETUTh, UCTIOJIB30BAIH JI OHU
KOMITBIOTEPHYIO TIPOTpaMMy JJisI KOMIUJIEKCHON OIEHKH TPO(OIOTHYECKOTO cTaryca y

NaJUTMATUBHBIX TAITUEHTOB, €CJIM OBl UM TaKYIO MPETOCTABHUIIH.
2.3. CrtaTucTH4ecKHe MeTOAbI aHAJIN3A

CTratuCTHYECKUIT aHANU3 TMOJYYEHHBIX JAHHBIX NPOBOJIMIICA KOMIIBIOTEPHOM
nporpammoit IBM SPSS Statistics Version 22. [IpuMeHsMCh NMapaMeTpUYECKHE U
HeNapaMeTPUUYECKHE METOJbl CTATUCTUKU. [[aHHBIE MpEICTaBICHBI B BUJE MEIUAHBI U
WHTEPKBApPTUILHOTO MHTEpBasa [Pos; Prs]. I'paduueckoe mpencraBieHue pe3yabTaToB
UCCJIEIOBaHMSI B BUJIE IMarpaMM U TpauKOB MPOBOIMIOCH C IIOMOIIBIO KOMITBIOTEPHOU
nporpammbl Microsoft Office Excel.

Jlnst cpaBHEHUsI BYX HE3aBHCHUMBIX BBIOOPOK MO KOJWYECTBEHHOMY MPU3HAKY

npuMensuicss U-xkputepuii ManHa-YutHM. [[n18 OpOBEpKM paBEHCTBA HECKOIBKHUX
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BbIOOpOK — KputTepuil Kpackema-Yommuca. [[ns cpaBHeHHMsI 1ojield B HE3aBHCHMBIX
BBIOOpKAaX IpUMEHsUICS Kpurepuii xu’. [IpoBeneHHE KOPPENSALMOHHOIO aHaIM3a
OCYLIECTBJISUIOCH € ITOMOIIBIO METOIOB PAaHroBoi Koppensauuu Cnimpmana u Kennana.
IIpoBoaMiICsa KOPPENAUNOHHBINA aHAJIN3 METOAOM YETBIPEXITOIEBON KOPPEISALINH C

OCJIBIO OIIPCACIICHUA OLICHKHU CHJIbI CBA3H IIPHU3HAKOB. OHCHI/IBaHI/ICL CICOYOIIHe

CTaTUCTUYCCKHC ITOKA3aTCJIHN. XI/I-KBaI[paT C HOHpaBKOﬁ Herca.
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TJIABA 3. XAPAKTEPUCTHUKA JIETEM BOPOHEXKCKOU
OBJIACTH C TAJVIMATUBHBIM CTATYCOM

B pamkax uccnenoBanus ObutH COOpaHbl TaHHBIC € 48 MEIUITUHCKUX YUPEKICHUM,
OKa3bIBAIOIINX METUIIUHCKYIO TOMOIIb IETAM: 15 NeTCKUX NOJUKINHUK T'. BopoHexk u T.
HoBoBoponex u 33 neHTpalibHbIe pallOHHBIE JIETCKHUE OOJLHUIIBI B TIEPUO C CEHTIOPs
2021 1. mo nmexabpr 2021 1. 3a 2021 roa Obutm cobpanbl cBeaeHus o 360 mersax
Boponexckoit o0nacTu, MOTyYarOMMX MAJUIMATUBHYI0 MEIULMHCKYI0 ToMoIb. [lo
JAHHBIM ~ TEppPUTOpUANILHOTO oTAena denepalibHONM  CIy»KObl  TOCYIapCTBEHHOMN
CTaTUCTUKU TI0 BOpOHEXKCKOW 00JIaCTM YMCICHHOCTh JETCKOIO HACEJICHUS B
Boponexckoit o6mactu coctaBuna 410152 pgereér (2021 r.), Takum oOpazom,
pacmpocTpaHEHHOCTh ~ 3a00jeBaHuM,  TPeOYIOIMX  OKa3aHUd  NaUIMaTUBHOU
MEJIMIIMHCKON ToMoIu, cpeau aerei (B muiax) Ha 1 000 gereii c 0 mo 17 et 11 mecsiiies
29 nuert cocrasmia 0,9.

Cpenu getel ¢ naJuInaTUBHBIM CTaTyCOM MPOXKUBAIOT B ropoae Boponexe 35,1%,
a B Boponexckoii obnactu - 64,9%. PacripocTpaHeHHOCTh 3a00JIeBaHUM, TPEOYIOIMINX
okazanus [IMII, y nereit Boponexckoi 061acTu 1o pailoHaMm MpeICTaBICHO B TaOIHIIe

9, a TakXke Ha PUCYHKE 2.

Ta6muma 9 — CtpykTypa nereit BopoHexxckoit 00acTu, HyKAAIOIMNUXCS B OKa3aHUU

MaJUTMaTUBHOW IMOMOLIM IO paliloHam

Paiion Koa-Bo % ot KoJu-Bo nerckoro PacnpocrpaneHHocTh
JieTei ¢ o0111€ero Hacesenue (2021 3a00J1eBaHMil

IC qucaa r.)

Boponexckas o6nactb
AHHUHCKUH 4 11 6681 0,6
Bob6poBckmii 9 2,5 9 1,0
Bboryuapcknii 2 0,6 7468 0,3
Bopucornedckuit 14 3,9 12267 1,1
ByTypnuHoBckuii 8 2,2 7521 1,1
BepxnemamoHckuit 1 0,3 2898 0,3
BepxuaexaBckuii 4 1,1 3923 1,0
Bopob6neBckuit 5 1,4 2616 19
I'pubGanoBckuit 6 1,7 5128 1,2
KanmaueeBckuit 6 1,7 7730 0,8
Kamencknit 3 0,8 2953 1,0
KanTemupoBckuii 9 2,5 5423 1,7




[Tponomxkenne Tabauisr 9
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Kammpckuit 5 1,4 4091 1,2
JIuckuHCcKuit 16 4.4 18413 0,9
Hwxuenesunknii 2 0,6 2518 0,8
HoBoBoponex 3 0,8 5879 0,5
HoBoycmanckuii 18 5,0 16610 1,1
Hosoxonepckwii 12 3,3 6492 1,8
OnbX0BaTCKUMI 3 0,8 4018 0,7
OcTporoxckuit 7 19 8664 0,8
[TaBioBckuit 13 3,6 9791 1,3
INanunckuii 1 0,3 4063 0,2
[TerpomaBnoBckuit 2 0,6 2575 0,8
[ToBopuHCKHMIA 3 0,8 5822 0,5
[Toxropenckuii 6 1,7 3919 15
PamoHCckuin 10 2,8 7055 1,4
PenbeBckmii 4 11 16907 14
Poccomranckuii 23 6,4 2564 1,6
CeMMITyKCKui 9 2,5 11455 0,8
TanoBckuit 4 1,1 6256 0,6
TepHOBCKUI 3 0,8 2784 1,1
X0X0IbCKUN 9 2,5 4956 1,8
DPTUIIbCKUM 11 3,1 4014 2,7
r. Boponex

JKene3sHo1opoxKHBIH 24 6,7

KomunaTepHoBCKuit 24 6,7

JleBoOepeIKHBII 36 10

Jlennnckuit 8 2,2 187541 0.7
[{enTpanbHbIii 7 1,9

CoBeTckuii 26 7,2
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PacnpoctpaHéHHOCTb
3aboneBaHui, Tpebyowmnx
OKa3aHuA NaninaTMBHoM
nomoln, cpean geTei B AuLax

(Ha 1000 geTten):

Pucynoxk 2 — PacripoctpaneHHOCTS 3a001€BaHUM, TPEOYIONNX OKa3aHMS NMaNTMaTHBHON

MEJIMIIMHCKOM MOMOIIH, cpeau aeter B uimax (Ha 1000 nereit)

Menuana Bo3pacra JeTei, MoayJaromux NauIMaTUBHYI0 MEAUITUTHCKYIO TIOMOIIIb,
cocrasiset 10,0 [7,0; 11,0] net, npu 3ToM neBouek — 41,1%, a manpunkoB — 58,9%. B
CTPYKType Ho30si0TMil B BopoHexckoil o0nacTu mnpeo0nafaroT HEOHKOJIOTHYECKUE
3a0oneBaHus H cocTaBIslOT 96,1%. W3 Hux npeBalupyloT HOpUOOpETEHHbIE
HEBPOJIOTHYECKHE 3a00JIeBaHUS U COCTABISIOT 66,7%, BpOKICHHBIC TOPOKU PA3BUTHS U
reHeTu4eckue 3aboneBanus — 27,5%, npyrue 3adoneBanus — 1,9%. Ha HoBooOpazoBanus

cpenu neteit Boponexckoi obmactu npuxoautcs 3,9% (pucyHoxk 3).
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B HeBpOJIOTUYECKHE 3a001eBaHus
(66,7%)

¥ BpOKJICHHBIC TIOPOKHU PA3BUTHS U
reHeTuaeckue 3adoneBanus (27,5%)

¥ OHKOJIOTMYECKHE 3a00IeBaHH
(3,9%)

npyrue 3ad6oneBanus (1,9%)

Pucynox 3 — Crpykrypa 3aboneBanmii y naerei BopoHexkckoit o0miacTw,

TpeOYIOIMNX OKa3aHWUE MAJUTHATHBHOW MEIUIIMHCKOW ITOMOIITH

[Ipu noapoOHOM aHanmu3e 3a00JIeBaHUN HEPBHOM CHCTEMBI BBISIBICHO, YTO
SMUJIETICUS KaK CaMOCTOsITEIbHAsI HO30J10Tusl BcTpeuyaercs y 2,1% nereit (1,4% ot Bcei
NaJJTHATUBHOW MATOJIOTMH), HYKJAIOIUXCS B OKa3aHUM NAJUIMATUBHON MEIUIIMHCKOM
nomoniy. Jluaupyronme MO3UIMK 3aHUMAIOT JETCKUN IepeOpanbHBI Mapanud u
NOPaKEHUS TOJIOBHOIO MO3ra BCJEACTBHE TNEPEHECEHHBIX TPaBM, MHCYJIbTOB,
MeHuHTo3HIIePanmuToB — 97,9% (65,3% oT Bceil mammaTuBHOM naronorun). [Ipu stom
106 nereit (44,2%) cTpagarOT COYETAaHHOW KOMOPOMAHOM TMAaTOJOTUEH: NEeTCKUM
uepeOpanbHblii napanuy u snuiencus. CTpykTrypa 3a0ojieBaHUN HEPBHOM CHUCTEMBI Y
nereit Boponexxckoll obmactu, Hyxjpatoumxcs B okasanuu I[IMII, npencraBiena Ha

pucyske 4.
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120,0%

97,9%

100,0%

80,0%

60,0%

44,2%

40,0%

20,0%

2,1%

0,0%

B Onunencus W JIIIT = Komop6bunnas natonorus (AL T+snunencus)

Pucynok 4 - CTpykTypa HEBpPOJIOTHYECKUX 3a00JI€BaHUN IETEH, MOITyJaroIIuX

NAJUTHATUBHYIO METUIIMHCKYIO TIOMOIIIh B BopoHexkckoit oomactu

B crpykType maTosioruii BpOXKICHHBIX TOPOKOB Pa3BUTHS W HACIEIACTBCHHBIX
3aboneBannii BopoHexkckol o0ilacTh Bemyliee MECTO 3aHUMAIOT TIOPOKH Pa3BUTHS
TOJIOBHOTO  Mo3ra  (MuKpouedanmuu, remuarpoduu, ruapouedanuu, KUCTHI,
sHIeanomaisiiuy 1 ap.) u coctaBisttoT 40,4% (11,1% ot obmiero uncia aereit ¢ 11C),
muoauctpoduu JromenHa u apyrue Muoauctpoduu HeytrouHeHHble —19,2% (5,3% ot
o01iero yMcia), cnuHaibHas MblmeuHas atpodus — 12,1% (3,3% ot oOriero uucia).
bonesnu obOmena coctaBistor 7,1% (1,9% ot oOmiero yucia) u pacnpeaensroTcs
ciemyromuM oopazom: aapenoneiikoauctpobun — 4,0% (1,1% ot obriero yucna nereu,
Hyknaomuxcs B okazanuu [IMII), neitmmuuao3z — 2,0% (0,6% ot oOmiero 4yucina),
HelpoHanbHBIN nepouaHsiid munodycauaos — 1,0% (0,3% ot oOmero uwucna).
XPpOMOCOMHBIX aHOMaJINi HacuuThIBaeTcs 5,1% u BKItOUaroT B ceds: cuuapom JlayHa —

2,0% (0,6% ot obmero ymcna), a cuHapoM Bonbda-Xupmxopna, cuaapom Ilaray,
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cuaapom OnBapaca o 1,0% coorBercrBenHo (mo 0,3% ot obmero uwmcina). Jlern,
KOTOPbIE UMEIOT HACJICICTBEHHBIC 3a00JIEBAHUS U TIOJIYJAIOT MaJUTMATHBHYIO TTOMOIIH B
Boponesxckoit oosactu, coctaBisiot 6,0%: Ha mykoBuciumo3 npuxoaurcs 3,0% (0,8%
oT obmiero yucia), Ha cuaapoM Perra — 2,0% (0,6% ot oOmiero uncia) U Ha CHHAPOM
[ensr-loiikepa 1,0% (0,3% ot obmiero uncna). HacieacTBeHHbIE aTaKCUU COCTABIISIIOT
2,0% (0,6% ot oOmiero uncna) U pacupenesstorces Ha cuHapom Jlyu-bap u atakcuro
Opunpeiixa mo 1% coorBercTBenHo (1o 0,3% ot obmero yucma). Jlpyrue mopoku
pa3Butus y gered HacuuthiBaoT 8,1%: mo 2,0% (mo 0,6% ot obmero uyucia
NaJUTMATUBHBIX MTAIIMEHTOB) HAa M30JIMPOBAHHBIC BPOKICHHBIC TOPOKH CEP/IITa, AHOMATTHH
pasButHs crimHHOTO Mosra (Spina bifida), anrmomaros (6onesns IllTypre-Bebepa)
nopoku pazButus juieBoro ckenera u 1,0% (0,3%) npuxoautcst Ha MOPOK Pa3BUTHS
nepeaHeil OpromHoOW cTeHkH (ractpommsuc) CTpyKTypa BpOXKICHHBIX ITOPOKOB

Pa3BUTHA, HACJICACTBCHHBIX U XPOMOCOMHBIX 3a00J1eBaHUI MpcacTaBjCcHa Ha PUCYHKC 5.

B 10poKkH pa3BUTHUs rosioBHOTO Mo3ra (40,4%)

= muonuctpodun (19,2%)

I ciuHanbHas MbleyHas arpodust (12,1%)
6one3nu oomena (7,1%)

B xpomocoMHble aHoMauH (5,1%)

¥ HacneacTBeHHbIe Oone3Hu (6,0%)

B gacnencTBeHHbIe aTakcuu (2,0%)

® npyroe (8,1%)

Pucynox 5 — CtpykTypa BpOXICHHBIX IMOPOKOB Pa3BUTHs W HACIEICTBEHHBIX

3a00JIeBaHUH y JI€TEH, MOJyYarolUX MaUTMaTUBHYIO OMOIIs B BopoHexkcKkoii 001acTu

[Ipu ananu3e CTpyKTyphl HOBOOOpA30BaHUM JAETEH, MOTYUYaAIOMNX NAJUIMATUBHYIO
MOMOIIlb, TpeodaazaeT TyOepo3HbId ckiepo3 u coctaBisieT 28,6% (1% ot obmiero

yucna). Ha welipobiacTtoMy, Meayiio0acToMy U OCTpbId JTUM(OOIACTHBIN JIEHKO3
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npuxogutcs mno 14,3% coorBerctBeHHo (o 0,6% or oOmero umcrna).
Heitpodubpomaros, mumnodracToma, OMyXojb SUYHUKA U pabJOMHOCAPKOMa COCTABIISIIOT
o 7,1% cootBerctBeHHo (110 0,3% ot ob6miero yucia). CTpykTypa HOBOOOpa3oBaHUM y
JIeTel, MOTyJaroNX MauIMaTUBHYIO MOMOIs B BopoHexxckoii o0nacTu, npeacTaBieHa

Ha pHUCyHKe 0.

B TyOepo3HbIit ckiepos (28,6%)
¥ HedipoOiactoma (14,3%)
® menymnoomacroma (14,3%)
ocTphIit TuMpooIacTHBIN Jieliko3 (14,3%)
B geitpodudbpomaros (7,1%)
B muno6mnacroma (7,1%)
B onyxounb siuauKa (7,1%)

B pabaomuocapkoma (7,1%)

Pucynox 6 — Ctpykrypa HOBOOOpa3oBaHuil y nereid BopoHexckoil oOrnacTw,

HYXIAOIMUXCA B OKa3aHUN NnaJJIMaTUBHOMN MGI[HHHHCKOP'I IIoMoImu

Taxxe B CTpykType OOJe3HEW aeTell, Mmojydarolux MaJIMaTUBHYIO MOMOIIL B
Boponexckoit o01acTu, BCTpedaeTcs CUHIPOM KOPOTKOU KHUIIKU U cocTaBiseT 1,3% ot
BCEW HO30JIOTH, XpOHUYECKas 00JIe3Hb MOYeK U OpoHxosierounas aucriazus mo 0,3%
COOTBETCTBEHHO.

CornacHo BbieneHHbIM EBpornelickoil acconuanneil nauiMaTUBHOW TMOMOIIU
CpynI JeTeu, Hy>KAAIOIIMXCS B NAJJIMAaTUBHOW MEAUIIMHCKON TOMOIIHY, B BOpoHekCcKon
o6mactu [10]:

-)KA3HEYTPOKAIOIINE COCTOSIHUS WM 3a00JIeBaHUS, ISl KOTOPBIX KypaTHBHOE
JIeYEHNE BO3MOKHO, HO OHO MOXET ObITh HEd(P(DEKTUBHBIM COCTaBIISIIOT 5,8%, K HUM
OTHOCSTCS MAIIMEHTHI C HOBOOOPA30BaHUSAMH, TsDKEIIBIE TIOPOKU PA3BUTHS, XPOHHYECKAS

cepacuHasd HEAOCTATOYHOCTh, XPOHHUYCCKas 00JIC3Hb IMOYECK;,
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-3&6OHeBaHI/I$I, IMIPHU KOTOPBIX AJIUTCIbHOC MHTCHCUBHOC JICUCHUC HAIIPABJICHO Ha

MNPpOJJICHUC JKHU3HW W IIO3BOJICT BCCTHM HOPMAJIBHYIO AKTHBHOCTb, HO BO3MOKHa

npexjaeBpeMenHas cmeptb - 10,6% U BKIOYalOT B ce0sf  MYKOBHUCIMIIO3,
HEHpoJIereHepaTUBHbIE 3a00JIeBaHus, CIIMHAJIbHAS MBbIIIEYHAs aTpodus,
MUOJIUCTPOPHH;

-IPOTPECCUPYIOIIHNE COCTOSIHUSA 0€3 BO3MOKHOCTEW KypaTHBHOIO JICUCHUS,
Tepanusi KOTOPHIX SIBJISETCS MaUIMAaTUBHOW ¢ MOMEHTa yCTaHOBJICHHs nuarno3a — 2,0%,
K HUM MOYXHO OTHECTH MYKOTIOJIMCaxapu103bl U 001e3H1 00MEHa;

-HeoOpaTuMbie, HO HE MPOTPECCUPYIOIIUE COCTOSHUS C TSAKEION MHBAIUTHOCTHIO
U TIOJBEPKEHHOCTBIO MAIlMEHTa OCJIOKHEHUSIM SIBJISIIOTCSI HanboJiee MHOTOUYMCIICHHON
rpynnot u coctaBisitoT 81,6% (meTckuil 1epeOpaibHBI Mapaand, TeHETHUYECKUE
HapyIICHUS, BPOKIEHHbBIE U TPUOOPETEHHBIC MOBPEKACHUS TOJIOBHOTO/CIIMHHOTO MO3Ta,
AIUJICTICHS);

-HEPOAMBIIIHNECS JETH, KOTOPHIE MOTYT HE JJOKUTD JI0 POXKIACHUS (HOBOPOXKICHHBIE,
KOTOpbIE MOTYT MPOXUTh HECKOJIbKO YacOB WJIM JHEH, HOBOPOXKJICHHBIE C IpyObIMU
MOPOKaMU PA3BUTHS, MPEACTABIAIONIMMUA YIrpo3y KU3HU, HOBOPOXKIICHHBIE, KOTOPBIM
IIPOBOIMJIN MHTCHCUBHYIO TEPAITHIO, HO Y HUX Pa3BHIIOCHh Henslieunmoe 3aboeBanue (0
%).

[Ipy mpoBeneHWH aHaiW3a MOJYYEHHBIX JAaHHBIX BBISIBIIEHO, YTO BCE JETHU
HYX/IAI0TCS B OKa3aHUU aMOYJIaTOPHOUN MaJNTMaTUBHON MEIUIIMHCKOM momortiy, a 70,8%
JETSM  JOTIOJTHUTENIbHO HEOOXOJIMMO OKa3aHWE CTallMOHApHOW NaUIMaTUBHOMU
MeIuIIMHCKOM momomu. Ha manaeii MomeHT 6,9% nerel HaXoAdTcsl IHMTAHUU C
noMoIiso 30812, 4 aetsMm (1,1%) ycraHoBieHa racTpocToMa U MUTAHUE MPOUCXOIUT
yepe3 Hee, Bce ocTanbHble manueHThl (92,0%) nurarotcst camoctosarenbHo. [Ipu ananusze
crioco0a OCyIIECTBICHUS JbIXaHUS BBISBICHO, 4TO 96,1% AbllIaT caMOCTOSATENBHO, a Y
3,9% nerteli ycTaHOBJIEHAa TpaxeocTOMHUYECKasi TpyOKa. JOMOJHUTENBHO HYKIAIOTCS B
kuciopoaorepanuu 2,2% nereid, a B ICKYCCTBEHHON BEHTHIISIIIUY JIETKUX Ha Aomy 1,7%
oonbHbIX. [Ipu 5TOM 1,9% OT BCex MalIMATUBHBIX MAIIMEHTOB MUTAIOTCS 30HOBHIM
METOJIOM M OJHOBPEMEHHO WM YCTAaHOBJIEHA TpaxeocTtoma. AOCOIIOTHO BCe ETH

BOpOHC)KCKOﬁ 06HaCTI/I, HMCHOIIHUC NaJJIMaTUBHBIN CTaTyC, HYXIOAKOTCA B OKA3aHHH
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MICUXOJIOTHYECKOM U COIIMAJIbHOM TOMOIIIH, a TAKXKE B IPYTHX BUIAX PEaOUIUTAIIMOHHBIX
meponpusatuid: JIOK, maccax, THMHAcTHKa, (PU3HONPOLENYPbl MO WHAUBUIYAIbHBIM
MOKA3aHUSIM.

Bce momydyennbsie nmaHHbIE ObUTM 00€3IMUYCHBI, HA WX OCHOBAaHWUU OBLI CO3MIaH
PErucCTp NaJUIMaTUBHOW MAaTOJIOTMH, IOJYYEHO CBHJETEIBCTBO O TOCYJAPCTBEHHOU
peructpanuu 6a3bl gaHHbIX (Ne 2022621070). Peructp namivaTvuBHOW MATOJIOTMHM Ha
JaHHBIA MOMEHT MOXET OBITb HMCIOJB30BaH ISl HAKOIUICHHS, aHaIu3a JaHHBIX,
COCTABJICHMSI OTYETA O HO30JIOTUAX JeTeld BopoHexkckoil 001acTu, a Takke B KaueCTBE
BCIIOMOT'aTEJIbHOTO MHCTPYMEHTA JJIsl IPHUHATUS BpaueOHOro peuieHus. Peructp umeer
MEJMKO-COLIMAIBHYI0 3HAYUMOCTb, M MOXET HCIOJIb30BaThCA [UJISl IJIAHUPOBAHUS
OpraHU3aliyd MEPOIPUSATHI 10 OKA3aHUIO NAJUIMATUBHON MEIUIIMHCKOW TOMOIIH JAETIM

Boponesxckoii o0macTu.
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T'JIABA 4. OHEHKA TPO®UYECKON HEJOCTATOYHOCTHU Y JETEN
BOPOHEXCKOM OBJIACTH, HY KJAIOIINXCSI B OKASAHUA
MAJJIMATUBHOM MEJUIIMHCKOM ITOMOIIA

4.1 CKpMHMHIOBAas OLEHKA PHCKA HEJOCTATOYHOCTH MUTAHHUS € OMOIIbIO
onpocauka STRONGKIdS y mereii, Hy:>KIaIOIUXCA B 0KA3aHUHM NAJLJIHATHBHOM

MeIMIMHCKOH IMMOMOIIH

B mepuon c¢ wmronst 2021 roga mo HosiOps 2022 roma Bce mamueHTthl (N=104),
TrOCIUTAIM3UPOBaHHBIE B oOTAeleHHEe mnaatuBHo momom OJIKB Ne2, Owuin
oOcye10BaHbl Ha HAJTMYHE HyTPUTUBHOTO PUCKA C TIOMOIIHI0O CKPUHUHTOBOTO OITPOCHUKA
STRONGkids (nmpunoxenue 2) B nepBble 24 ydaca mocie rocrnurtanuzanuu. [lomumo
nacrnopTHoy vactu (pamuiusi, UMsi, OTYECTBO, JaTa POKIACHUS, aTa TOCHUTAIA3AINH,
BO3pACT, IMAarHO3) CKPUHUHTOBBIA OMIPOCHUK COCTOST U3 4 IMyHKTOB:

1) cyObekTuBHAs KIMHUYECKas olieHka (1 6an);

2) Hanmu4ue 3a00JIeBaHMs BBICOKOTO PUCKA HEIOCTATOYHOCTH MUTaHus (2 6asna);

3) HEAOCTAaTOYHOE MOCTYIJIEHUE U TIOTEPsl MUTATENbHBIX BewecTB (1 6amn);

4) moTepst Macchl TeJla WK HeJocTaToyHas ee mpudaska (1 6amwn).

C nmoMol1pio OnpocHUKa OblIa coOpaHa uH(OpMaIKs O pUCKE HEJOCTATOUHOCTH
nutanus 'y 104 nereil, HyXAalOlMXCAd B OKa3aHUsA NaUIMATUBHOW MEIUIIMHCKON
nomoinu. M3 uux aesouek 66110 51 yenosek (49,0%), manbunkoB — 53 (51,0%). Meanana
BO3pacTa Bcex jeredt cocraBwia 8,0 [5,0; 12,0] ner, y meBouek — 7,0 [5,0; 11,0] rner,
manburkoB — 9,0 [6,0; 13,0] ner. ITo auarHo3aM OONBbHBIE PACIIPEACTUINCH CIEAYIOITHIM
oOpa3oMm: wdalle BCEro BCTpeyajach TATOJOTHUS HEPBHOM CHCTEMBbl (JIETCKUMN
1epeOpaIbHBIA MMapanud, SMIICTICHS, TsOKeIas YMCTBEHHAs OTCTAJIOCTh, IMOCICACTBUS
panHero  opranmueckoro mopaxkenus [[HC, rumokcudecku-remopparudeckoe
MOBPEXKJICHUE TOJOBHOro Mo3ra, mnopaxenue I[HC BciencTtBue mepeHECEHHOTO
MeHuHTO3HIIepanmuTa) u cocTaBimsuia 61,5%. UyTeh peke BCTpeUasoch BPOXKIICHHBIE
aHOMAJIUU PA3BUTHS IIEHTpAIbHONW HepBHOUW cuctembl (26,0%) m Bkirodanmo B ceds
MuKkponedanuto, Mukpouedanuro ¢ arpoduei, nopaxenne [[HC BcieactBue

HENpOJAEeTreHEPaTUBHOTO 3a00JeBaHMsl, BpOXKACHHOE opraHuueckoe mopaxkenue [[HC.
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Muonatuu (/{roreHa 1 HEYyTOYHEHHBIE) 1 MUOAUCTPO(UH BCTpedanch B 6,7% cirydaes.
['eneTnueckue 3a00J€BaHUS TaKxe

(cungpom Jlayna, cuHapom Ilaray), a

OHKOJIOTHMUECKHe 3abojeBaHus (Meaysuio0iacToMa, COCTOSHUE TIOCEe yAaJIeHUS
OIMyXOJIU U 4-TO KeTyJ0uKa, METaTCTa3upOBaHNE B 0OJACTH KOHYyCa CIIMHHOTO MO3Ta)
HaOmoaanuch no 1,9% cooTrBeTcTBeHHO. Peke Bcero y MaljIMaTUBHBIX MAllMEHTOB
BBISIBISJTUCH  BPOXKACHHBIM TMOPOK cepana u  aapeHoneikoaucrpodpus (mo 1,0%

COOTBETCTBEHHO) (Tabmuia 10).

Tabnuna 10 — XapakTepucTiKa nanueHToB, rocnurainzupoBanisix B bY3 BO OJIKb

Ne2 B ornenenue nammaTuBHOM nomoru (2021-2022 r.)

ITapamerp JleBouKkH MaJyib4yuKkH Bcero
Komuuectso 51 53 104
Bospact (Meauana, jer) 7,0 [5,0; 11,01 |9,0[6,0; 13,0] 8,0 [5,0; 12,0]
Bamner STRONGKids (MeauaHa) 4,0 [3,0; 5,0] 4,0 [2,0; 5,0] 4,0 [2,3; 5,0]

Jlnarnos

Bpoxaennas marosorus (adc./%) 17/16,4 10/9,6 27126,0
JIIT GMFCS V ypogsenb (abc./%) 28/26,9 36/34,6 64/61,5
Muomnarus (a6¢./%) 5/4.8 2/1,9 716,7
I'enetnueckue 3adomeBanus (a6¢./%) 0/0 2/1,9 2/1,9
Anpenonetikoguctpodus (ade./%) 0/0 1/1,0 1/1,0
Onxkomnorus (a6¢./%) 0/0 2/1,9 2/1,9
Bpoxaennsiii mopok cep/iia (adc./%) 1/1,0 0/0 1/1,0

[Ipu onienke OONMBHBIX COTJacHO CKpuHUHroBOoMy ompocHuky STRONGKkids 3a 1

NYHKT — CYOBEKTHBHAs KIWHUYECKass OIEHKA HEIOCTATOYHOCTH  ITUTAHHS
(HemocTaTOYHAs BBIPAKEHHOCTH IMOJKOKHO-)KHUPOBOW KIIETYATKH M/WIIA  MBIIICYHOM
Macchl u/unn ucxyaasiiee o) 1 6amt moxyuwnu 19 yenosex (18,3%). Bropoit myHKT
OLICHWBAJ HalM4yhe 3a00JICBaHMS, CBSI3aHHOEC C PHCKOM Pa3BHTHS HEIOCTATOYHOCTH
nuTaHusl (OpOHXOJIETOYHAs JIMCILIA3Ws, BOCIATUTEIIbHBIC 3a00JICBaHUS KHIIICYHHKA,
3aJiep)KKa YMCTBEHHOT'O Pa3BHTHS/YMCTBEHHAsI OTCTAJIOCTh, METa0OIMYeCKUEe 00JIe3HH,
MYKOBHCIIHJI03 HEJAOHOIIEHHOCTh, HEHPOMBIIICYHBIC 3a00JICBaHuUs, HCPBHAs aHOPEKCHSI,
O)KOTH, MaHKPEaTUT, TUIAHUPYEeMOe OOMIMPHOE XUPYPrUYeCKOe BMEIIATEIhCTBO, pak,
cunapoM kopoTtkou kuiiku, CIIM/, TpaBMa, XpOHHYECKOE CEPACHYHO-COCYAUCTOE
3a0o0ieBaHUE, XPOHUYECKOE 3a00JIEBaHNE TTOYEK , XPOHUUECKOE 3a00JIeBaHUE TEUCHU,

LEeJNIUaKKs, Ipyroe — ycrtaHaBiauBaeT Bpad. [lo manHomy kputepuio 2 Oania mogyduin
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100% nmeredt, Tak KakK MPAKTUYECKH Jr00ast HO30JO0THs, TpeOyrolas OKa3aHus
MAJUTMATUBHOW MEAUITMHCKON ITOMOIIH, IPUBOIUT K PUCKY HEJTOCTATOYHOCTH ITHTAHMS.
CoryacHO TpeTheMy IMYHKTY MPOU3BOAWIACH KIWHUKO-aHAMHECTHYECKasi OlIEHKa
CJICYIONTUX TPOSIBIICHUH: BBIpaKeHHAs nuapes (0osee 5 pa3 B eHb) W/uiau pBota (>3
pa3 B JIcHb) B TEUEHHUE MOCJIEAHUX 3 JHEH, yMEHbIICHHE TOTPEOICHHS TUIIN B TEUCHUE
HECKOJBKUX JHEW 10 TOCIHUTAIM3AlMKU (32 UCKIIOYEHUEM TOJIOJaHUs, CBSI3aHHOTO C
Pa3TUYHBIMA MAHUTTYJIAIMSIMU WU TIEPE] XUPYPTUIECKUM BMEIIATEIHCTBOM), peOSHOK
HA MOMEHT IMOCTYIUICHUS YK€ TOJIy4aeT HA3HAUYCHHYI0O HYTPUTHUBHYIO MOAJEPXKKY,
HEBO3MOJKHO YJIOBIICTBOPHUTH (PH3HUOIOTHUECKUE MOTPEOHOCTH B IMHUIIIEBBIX BEIIECTBAX
u3-3a 007, IOTEPsl MACCHI TeJla WM HEeAOCTaTO4YHas MprubaBKka Macchl Tena. OauH 6an
3a Tpetuil kputepuil nmomyumiu 16 nereit (15,4%). YerBepThlil KpuTepuil OIEHUBAI
noTepto Wi orcyrcreue npudaBku MT (nst nereit no 1 roma) B TeyeHUE MOCIEIHUX

HeJIeIb-MEeCsIeB, U HaOpanu ofuH Oamt 3a 3ToT Kputepuit 44 (42,3%) mnamueHta

(pucyHOK 7).
120,0%
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B [Tyukter onpocauka STRONGKids (1-4)

PI/ICYHOK 7 — Pacnpe)leﬂeHHe NaJJJTMATUBHBIX IMMAIIUCHTOB COTJIACHO ITYHKTaM OITPOCHHUKA

STRONGKids
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[lo  ckpununroBomy  ompocHuky  STRONGkids  ymepeHHbIi  pHCK
HegocTatroyHocT nutadus (1-3 6amma) momyunnm 46,1% nereit (2 6amma — 25,0%, 3
0amna —21,1%), a BRICOKU pUCK HEIOCTATOYHOCTH NTuTaHus 53,9% nanuenTtos (4 6amia

—20,2%, 5 6amtoB — 33,7%) (pucyHok 8).

B 2 6amna (25,0%)

™ 3 gamna (21,1%)

4 6amna (20,2%)
5 6amnoB (33,7%)

PI/IC}’HOK 8 - Pacnpez[eneHI/Ie InHaJJIMaTUBHBIX IIAIIUCHTOB COIJIACHO OajaM

CKPMHHUHTOBOTO OMPOCHUKA prcka HepocTarouHoctd nmutanus STRONGKids

[Ipu oleHKe HYTPUTHUBHOTO PHUCKA y MaJIbYMKOB M JICBOYEK CTATHUCTUYECKU
3HAYMMOM pa3HUIBI 1O TOJYy BbIABIeHO He Obuto (P=0,761). [leTw, mnoay4uBIIHE
COTJIaCHO OIPOCHWKY 4 W 5 OalyloB BONUIM B JMajbHEHIIEE WCCIICIOBAHUS IS
yrayOJeHHON OIEHKH TPO(OJOTHYECKOTO CcTaTyca M KOPPEKIMH HEIOCTaTOYHOCTH
nutanus. [lallMeHThl ¢ yMEPEHHBIM PUCKOM HEJOCTATOYHOCTH MUTAHUSA HE BOUUIM B
JalbHENIIee uccegoBanne. B nanpHeeM uM mpou3BOANIOCH U3MEPEHUE MACChI TEJa
2 pa3a B HeJIel0, U TIOBTOPHAs OLICHKAa HYTPUTHUBHOTO PUCKa Yepe3 | Helelo COriacHO

pexomenaanusM onpocanka STRONGKkids.
4.2 UcxoaHasi onieHKa TPOGoJIOrH4eCKOro cTaryca y najlyidaTUBHBIX MAIUEHTOB

KowmrmiekcHasi oreHka Tpo(OJIOTHYECKOTO CcTaTyca MpoBeaeHa y 56 jaerei,
Hyxnaomuxca B okazanuu [IMII, B Bo3pacte or 1 roma mo 17 ner 11 mecsues,
HAOpPABIIMX COTJIACHO CKPUHUHTOBOMY OIPOCHHKY PHCKA HEJOCTATOYHOCTH THTAHUS

STRONGkids 4 u 5 GamioB (BBICOKHI PHCK HEIOCTATOYHOCTH TMUTaHUsA). Menamana
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BO3pacTta manueHToB cocrapmia 6,0 [4,0; 12,0] ser. KonmuecTBO MabuuKOB H JIEBOYECK
op0  oamHAKOBBIM (110 50,0%). Ilpum cpaBHUTENHPHOM aHalW3€ HE BBISBICHO
CTATHUCTUYCCKH  3HAYUMOM  pa3HHUIBI ~ MEXKIY  OCHOBHBIMH  TIOKa3aTeIIsSIMU
TpOo(OJOTUYECKOTO CTaTyca y MaJb4YMKOB W JjaeBouek. [lo amarHo3am MamueHThI
pacipeeuianch CIeIyIIUM 00pa3oM: C BPOXKACHHON martojorueit 0o 37,5%, y
octanbHbIX nerer (62,5%) Bcrpewancs LI GMFCS V yposenb. K BpoxieHHo#
naToJioruy Mbl oTHocwiu 3aboneBanus [[HC: anomanuu pa3BUTHS TOJOBHOTO MO3Ta
(runponedanus, mMukporedanus, MairbhopMalldd TOJOBHOTO MO3ra), BPOXKJICHHBIC
HelpoJereHepaTuBHbIe 3a0osieBaHus, cuHapoMm Jlayna, cunapom Ilatay. Ilpu sTom
BIUSHUA TOro (pakTa, BpokmeHHOe 3To Obuto 3aboneBanue wim JIIT GMFCS V
YpOBEHb, Ha TPOOJIOTHUECKUI CTaTyC HE JIOKa3aHO. DMWIETICHS KaK COIyTCTBYIOIIEE
3a00JIeBaHUE BCTpeUaliach y ABYX TpeThux (62,5%) OOIbHBIX, IPU 3TOM BBISIBJIEHO, YTO
JTAHHOE COCTOSIHHE HE OKa3bIBAJIO BJIMSHUS HAa aHTPONIOMETPUYECKHE U JIAOOpaTOPHBIE
KpUTEpUH TPOHUUIECKON HEAOCTATOUHOCTH.

OrneHka aHTPOTMIOMETPUYECCKUX IMapaMeTPOB TMOKa3ajga, 4YTO MEIHWaHa poCcTa
obcnenyembix aereit cocraBuiaa 100,5 [88,2; 123,7] cm, meamnana maccel teiaa — 12,0
[10,0; 19,7] kr, meauana UMT — 13,0 [12,4; 13,6] kr/cm?. Ilpu oueHke (PU3HYECKOTO
pa3BuTHs 10 crannapram BO3 menuana nmokasarensi Z-score pocT/BO3pacT COCTaBUIA -
2,4 [4,4; -1,6] SD, Z-score MT/Bo3pact — -3,2 [-4,6; -2,4] SD, Z-score UMT/Bo3pacT — -
2,1 [-3,5; -1,9] SD (pucynox 9).

0,0
Z-score poct/Bo3pact Z-score MT/so3pact Z-score MMT/Bo3pact

Z-score

! 1
-3,0

=25 nepueHtTuns  ® 50 nepueHTMAb =75 nepueHTuNb

o

Pucynoxk 9 — Omenka ¢Qusudeckoro pasButus y Jered ¢ Tpoduaeckoit

HCAO0CTAaTOYHOCTBIO, HYKJAIOINXCA B OKaA3aHUU NnaJyIMaTUBHOM MCHHHHHCKOﬁ IIoOMOIIH
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[To crenenn O€NKOBO-IHEPTETUUECKOW HEAOoCTaTodHOCTH manueHThl ¢ [IC
pacnpenenuinchk cienyronmm oopaszom: BOH 1 cremenu Bctpewanacs y 33,9% nereid,
BOH 2 crenenn — 39,3%, BOH 3 crenenn — 26,8%. Y nereit ¢ 60Jiee BEICOKOH CTEIICHBIO
B2H nabmonanuch 601ee HU3KKME MOKa3aTeNn 3amaca KUPOBOM TKaHU: % Colep KaHus
)KHUpoBoi Maccel B opranusme (p=0,0001), TonmuHa KOXHOW CKIAIKK HaJ TPULIETICOM
(p=0,001). Ho npu »tom crenenb BOH He oka3bpiBana BIMAHMS Ha 3arac MBIIICYHON
tkanu (PIIOMII, okpyXHOCTb cpeAHel TpeTH Iuieya) MpU OICHKE TPO(UUECKO

HEJ0CTaTOYHOCTH (Tadymma 11).

Tabmuuma 11 — XapakTepucTHKa aHTPOIIOMETPUYECKUMX MapaMeTpoOB M MapaMeTpoB

COCTaBa TeJja B 3aBUCUMOCTH OT cTeneHu bOH

IMoka3aTenu Crenenr BOH (N=56)
TPO(PoI0THIeCKOr0 1 (n=19) 2 (n=22) 3 (n=15) p
craryca (Me1uaHa)
AHTPOIIOMETPHYECKHE TTAPAMETPHI
Z-score -1,9[-3,3; -1,4] 2,6 [-44; -1,7] 40[-56;-1,8] | 0,063
pocT/BO3pacT
Z-score MT/Bo3pact -2,4[-3,1; -1,8] -3,2[-4,2; -2,5] -5,5[-5,7; -4,4] 0,0001
Z-score . . - 6.0 -
MMT/so3pact -1,7 [-1,9; -1,4] -2,1[-2,3;-2,1] 4,4 [-6,0; -4,0] 0,0001
CocraB Tena
TKCT (Mm) 6,5[5,7; 7,5] 5,8 [5,0; 6,8] 3,1[2,0;5,9] 0,001
XKup. macca (%) 11,4 [10,5; 13,1] 10,8 [9,5; 12,4] 5,5[4,3; 10,2] 0,001
OIT (cm) 13,5[13,0; 15,7] 13,8 [12,7; 17,1] 13,4 [12,0; 15,0] 0,256
PITOMII (cwm) 114,0 [110,0; 139,0] | 115,0[110,0; 151,0] | 115,0[110,0; 138,0] | 0,719

[Ipu mHTEpnpeTan KOMIIOHEHTHOTO COCTaBa Teja BBISBIEHO, YTO MeJAHaHa
TKCT cocrasnsier 5,8 [5,0; 6,9] mm, ripu 3ToM y 92,9% nanuentoB 3HaueHue TKCT mo
NEPLEHTUIBHBIM Ta0JIMLIaM COTJIACHO MOy U BO3pacTy HaxoauTcs Hike 10 mepueHTus,
TO €CTh MMEETCS] BBIPAKEHHBINM Ne(UIIUT KUPOBOM Macchl Tena. MeauaHa »KUpOBOU
Mmacchel y nereit cocrasisietr 10,7% [8,1; 12,3]. Menunana okpy>KHOCTH CpeIHEH TpeTH
Oenmpa y nereit, Hyxxnatomuxcs B okazanuu [IMII, cocrasmsma 24,0 [20,0; 27,0] cm,

OKPY>KHOCTh cpenneit Tpetu mieda — 13,7 [12,8; 15,9] em. PIIOMII paccuutbiBajics 1mo
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dbopmysie U OTpakaeT 3amac MBIIMICYHOW MAcChl B OpraHU3Me, MeJraHa €ro 3HaYeHUn
cocrapmsger 115,0 [110,5; 142,3] mwm. Ha ocunoBannum onenaxku PIIOMII no
MEePIEHTWIBHBIM TAOJIHMIIaM COTJIACHO IOy U BO3PACTY 3aIlac MBIIICYHOM TKaHU Hike 10
nepuentwis HaOmonancsa y 100% nereii ¢ IIC, npu stom y 80,4% naHHoe 3HaYEHUE
OTIPENICIISIIOCH HIKE S5 TIePIIEHTHUIIA.

JlaGopatopHasi olieHKa Tpo(OJIOTHUECKOro cTaTyca BKJouaja ceOs M3ydeHue
OCHOBHBIX MapKEepOB HYTPUTHBHOW HEJOCTATOYHOCTH B OOIIEM U OHOXMMHYECCKOM
aHanM3axX KpoBH. Meamana sputpouurtoB cocTtasisia 4,0 [3,7; 4,4]*10%?, nserosoro
noka3zarens — 0,8 [0,8; 0,9], ypoens remorioouna 114,0 [106,0; 121,0] r/n. CoracHo
YPOBHIO TEMOTJIOOMHA B 3aBHCHUMOCTH OT BO3pacTa MPAKTHYECKH Yy TTOJIOBHHBI JCTECH
(44,7%) BcTpedasach aHemusi, mpu dToM y 41,1% BbIsIBIeHa aHEMHUsI JISTKOH CTEIEHU
TsokecTd. OTIeHKa JTaTeHTHOTO JAe(UIINTA Kele3a MPOBOAMIACH TT0 YPOBHIO ()eppUTHHA B
KpOBH (HWXKHsIS TpaHuiia HopMbl — 30 Mkr/i). CHIKEHHE YPOBHS (eppUTHHA BBISBUIICS
y 66,1% nereit ¢ IIC, Ho y 17,9% nereii Mbl HE CMOIJIM OLICHUTh HAJIMUUE JedHITUTA
xeneza Mo ypoBHIO (epputhHa, Tak kak ypoBeHb CPB 3,0 [1,3; 4,0] Obur BbImIe
pedepeHcHbIX 3HaUeHUH (Ooee 5,0 mr/i).

Menuana ypoBHs ¢epputuHa coctaBwia 15,5 [7,2; 35,0] ar/mn. Ho nipu aTom y
JacTH JCTeH MMEeJI0 MECTO Hajluyue OaKTepUallbHOTO BOCHAJICHUS B  XOJIC
JTUHAMUYECKOTO  HAONIOJIEHUsS,  KOTOPOE€  MOJATBEPXKIAIOCh  JIaOOPAaTOPHBIMU
n3MeHeHusimu (ysenuuenue CPb, HeiltpodunbpHelil nelikountos, yckopenne COJ). Ha
dboHEe TPOBOAMMOM Tepanmuu OaKTEepHAIbLHOTO oOdYara HWH(EKIHH OTMeuaaach
MOJIOKHUTEIIbHAST JTUHAMUKA B BUJIC CHWIKEHUS BOCTAIUTEIBHBIX MapKepoB KpoBU. B
JTUHAMUKE TTPOBOJIMIICS KOHTPOJb YpOBHS (peppuTrHa. Hamu moIy4eHO CTaTHCTHYCCKU
3HAUMMOE CHI)KEHUE [aHHOrOo mMokasatens. BwisiBneHo, uto y 24 nereit (42,8%)
MIPOU3OIIIJIO CHUXKEHUE YPOBHSA (PeppuTrHa Hrvke 30 HI/MII IpH HOPMAaJTM3AIMH YPOBHSI
CPb. Eme y 8 naruentoB (14,3%) ypoBenb dhepputrHa ObLT B mpeenax pedepeHCHbIX
3HAYEHUMN, HO MPHU ITOM IpH noBbiieHuU ypoBHs CPb Bbie 5 ur/min, depputun ObuT
BBIIIIE Ha 3HauYeHus B auarna3one ot 12,0% no 86,4%. Meauana ypoBHs pepputrHa y

netei nmpu noswimeHHOM ypoBHe CPB cocrasma 53,2 [37,0; 65,7] ar/mi (dbepputunl),
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a ipu HopMmanu3anuu ypoBHst CPb Mennana (heppuTrHHA HAaXOAMIIACh B peenax 5,9 [3,5;

21,5] vr/mi, p=0,0001 (pepputun2) (pucyHok 10).
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PepputnHl dPeppuTnH2 CPb1 CPB2
= 25 nepueHTnab ® 50 nepueHTUAb =25 nepueHTnab ® 50 nepueHTUIb
=75 nepueHTnNb =75 nepueHTnb

Pucynox 10 — Menuana ypoBHs peppuTHHA B 3aBUCUMOCTH 0T ypoBHs CPb

Takxe npoBeeH KOPPEISIUOHHBIA aHaIW3 3Ha4eHW ypoBHs (epputhHa u C-
peakTUBHOTO OelKa, MOJydeHa IMOJIOXKHUTENIbHAsT KoppessiuoHHas cBa3b R=0,74 mnpu
p=0,0001 (tabaumna 12). Gepputun siBnsieTcs peareHToM octpoil dasel, kak u CPb, u
MOXET TMOBBIIATHCS MPU MH(PEKIMOHHOM MPOLIECCE, KOTOPHINA SIBIASETCS HEPEAKUM Y
nereii ¢ IIC u tpoduueckoit HemoctaTouHocThio [Kleinman R., 2019]. V nanuenToB ¢
COMYTCTBYIOIEH MH(DEKIUEH Ha MOMEHT o0ceoBaHusl MOKeT ObITh orieHeH CPb, nis
MOATBEPKACHUS PE3YyJIbTATOB OMPEACIICHUS ChIBOPOTOYHOTO (PeppuUTHHA B KAYECTBE

Mapkepa JepuIuTa xxenesa.

Tabnuna 12 — Meauana yposus ¢pepputuna u CPb

HN3mepenue ®eppuTHH (MeIMaHa, CPb (menmnana, p R
HI'/MJI) Mmr/J1)

N3mepenne 1 53,2 [37,0; 65,7] 24,8 [16,6; 37,0] 0,0001 0,74

W3mepenue 2 5,9 [3,5; 21,5] 3,5[2,4;4,1]

N3mepenue 1 — ypoens ¢epputuna u CPb npu 6akTepuanbHOM BOCHAIEHUN
W3mepenue 2 — ypoBeHb (eppUTHHA NPHU JTUKBUIALNN O04ara HH(EKIUU

IIpu cpaBHeHUMH nOeTed IO IpymniaM B COOTBETCTBUM C AHEMHUEU IO CTEICHU
TSKECTH, YPOBEHb (heppUTHMHA ObLT MPUMEPHO OJMHAKOBBIM Kak B TPYIIE JAETed C
aHeMusiMM U 0e3, cooTBeTcTBeHHO y jaereid ¢ IIC Bcrpeuaercss BbICOKas dYacToTa

JaTeHTHOTO neduImTa xeineza. MenuaHa ypoBHs (eppurnHa cocrtaimsuia 15,5 [7,2;
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35,0], a ceiBopoTouHoro xenesza 12,8 [6,7; 17,0] MKkMoIIb/1, IpH 3TOM B TPYMIAX JETEH C
JaTeHTHBIM jaeduuuToM xemeza u 0e3, ypoBeHb CXK He BBIIBHI CTaTUCTHUYECKU

3HAYMMBIX OTJIMYUH (pUCYHOK 11).
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Pucynok 11 — YacTroTHbINi aHalvM3 OCHOBHBIX JIAOOPATOPHBIX TMOKa3aTeen

TpoOJOTUYECKOr0 CcTaTyca y JAeTed, HYXIAIOUIMXCAd B OKa3aHUW MaJJTMATUBHOM

MEIUIIMHCKON ITOMOIIHA

[Ipu cpaBHHUTENBHOM aHANM3E AETEN C pa3HOU cTeneHbio bOH BeIABIEHO, UTO MpH
BOH 2 u 3 crenenn ypoBeHb GeppuTHHA 3HAYUTENHHO HIDKE, yeM mipu bOH 1 crenenun
(p=0,009), a ypoBEeHb CBIBOPOTOUYHOTO KeJe3a B ITUX IPYyMIax CTATUCTUIECKU 3HAUUMbBIX
pasnumii He mokasajia. MenuaHa abCOIOTHOTO YKciia TUMQOIUTOB cocTanisia 3,5 [2,3;
4,9]1*10%n. Cormacro AYJI, HapylleHHE THTAHUS ONPEAECIAIOCh y BCero y 9,9%: 3
crenenb y 1,8%, 2 u 1 crenens 1o 3,6% cooTBeTcTBEHHO. [Ipu cpaBHUTEIIBHOM aHAIN3€
JeTel ¢ pa3nuuHor cteneHbio bOH He BBIABICHO CTaTUCTUYECKU 3HAUYUMOM Pa3HUILIBI
mexay yposHem AUJI B obmieM aHanu3e KpoBH. MenuaHa 3HaueHUN 0oO1ero Oenka B
KpoBH cocTaBisiia 66,5 [62,0; 71,7] r/n, a ans0ymunos 29,5 [20,2; 35,7] /1, npu 3ToM

CTaTUCTHYECKU 3HAUMMOM Pa3HUIbI MEXITY KOJIMYECTBOM 0011ero Oenka, aibOyMUHA U
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CTETICHBIO OETKOBO-IHEPTETHUECKONM HEJJOCTATOYHOCTH y MAIIMEHTOB BBISBICHO HE OBLIO
(Tabmua 13).
Tabmuma 13 — XapakrepucTrka J1a00OpaTOPHBIX MOKa3aTele TPO(POoIOrnIecKoro

cTaTyca B 3aBUCUMOCTH OT cteneHu bOH

IMoxka3zarenn Crenenb BOH (N=56)

TPOd010rH4eCKOro 1 (n=19) 2 (n=22) 3 (n=15) p
craryca (MeguaHa)

JlaGoparopHble oka3aTean

Hb (r/n) 116,0 [109,0; 119,0] | 112,0 [102,0; 120,0] | 113,0 [107,0; 132,0] | 0,340

Jumo. (abe.) 3,0[2,2; 4,3] 3,8[23:57] 3,5[3,0; 4,9] 0,432

0611, Gertox (/) 71,0 [61,0; 73,0] 67,0 [62,0; 69,0] 65,0 [62,0; 69,0] | 0,392

Anb0ymuH (/1) 32,0 [23,0; 39,0] 29,0 [20,0; 35,0] 26,0 [19,0; 34,0] 0,335
depputud (Hr/Mi) 29,0 [13,0; 37,0] 17,0 [9,2; 33,2] 8,0 [4,0; 13,0] 0,009
CX (MKMOIIB/71) 10,4 [6,9; 17,0] 13,2 [6,4; 19,2] 12,8 [6,7; 14,5] 0,623

IIpn pacyere CyTOYHOM KAJOPUMHOCTH panumoHa nuranus Meauana 00
cocraBmia 768,0 [713,0; 988,0] kkan/cyT, a HE0OXOAMMOE KOJUYECTBO KKaJI/CyT IO
metony Kpuka ¢ yueToM KOHBEpCHOHHBIX K03(dunmenToB coctapmwio 1143,0 [1043,0;
1472,0] xkan/cyT. AHanmu3 MeIuaHbl KaJIOPUHHOCTH paroHa 3a 3 aHs (2 Oyaaux u 1
BBIXOJ/IHOI) IOKa3aJ, uTo (aktuyeckoe norpediacaue cocrasaser 934,0 [805,0; 1086,0]
KKaJI/CyT, 4TO cocTaBisgser Hemoctatok 18,9% [15,6; 25,9] or momKEHCTBYIOIICH
KaJIOpUMHOCTHU parona. [Ipu aHanu3e GpakTHYecKoro paruoHa MUTaHUs BBISIBIICHO, YTO
y MaIueHToB ¢ 6osiee BricokuMU Oarmamu 1o mkaie EDACS ¢dakTtuueckoe nmotpediieHue
KKaJI/CyT OBbLITIO CTaTUCTHYECKH 3HaunMo MeHbIe (p=0,019).

Cpenu comyTCTBYIOIIMX MATOJIOTHIA CO CTOPOHBI KETYTOYHO-KHUIIIEYHOTO TPAKTA B
OOJIBIIMHCTRE CIIy4aeB y AeTel HaOII0AaINCh )Kalo0bl HAa pBOTHI U cphiruBanus (76,8%),
yctanoBiieH auarHo3 ['OPb y 73,2%, 3anopel — 64,3%. Y nereit, umeromux ['OPB,
CTaTUCTHYECKHU 3HAYMMO ObLT HIXKe Z-SCOre poct/Bo3pact -3,3 [-4,7; -1,7] npoTus -2,0 [-
2,5; -1,2] y neteit 6e3 'OPB, p=0,034 (pucynok 12). Y namnueHToB ¢ )kajiodaMu Ha PBOTY

HaOmoganuch Oojiee HU3KHE TMoOKazaTenu Z-score poct/Bo3pact (p=0,028), uto
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yKa3biBaeT Ha xpoHndeckyto bOH. ¥V nmanueHnToB ¢ 3amopamu BeISIBIIEHBI 00JI€€ BHICOKHE
nokazarenu Z-score poct/Bo3pact (p=0,007), 9T0 MOXHO OOBICHUTH TOCTOSHHBIM
NPUEMOM OCMOTHYECKHX CJIa0UTEIbHBIX TMpernapaToB MW, Kak CclencTBue, Oosee
pPEryJIIPHBIM CTYJIOM. 3amlopbl 4Yalle BCTPEYAIOTCS y JeTed ¢ BPOKICHHBIMU

3a00J1eBaHUSAMHU, YeM ¢ TpuoopeTeHHbIMU (p=0,001).

0,0
MPb+ 9Pb- CpbirmBaHuna+ CpbirMBaHusA- 3anopebl+ 3anopsbl-

~ -1,0
(8]
& T
g T
8 2,0 ® ® I
£ . L |
Q -3,0 o
S [o!
(O]
5 40 l e}
(8]
L
N -5,0 l

=25 nepueHTnnb @50 nepueHTUNb =75 nepueHTUNb

Pucynok 12 — U3menenus Z-score poct/Bo3pacT B 3aBUCUMOCTH OT Haimuusi [ OPB,

CPBITMBaHUM U 3alI0POB

[Ipu oreHke COCOOHOCTH MPUHATHUS MHINA W KUIAKOCTH MO KiaccuPpuKauu
EDACS y nereit 0 6amioB nHadpanu 5,4%, 1 6amn — 7,1%, 2 6anna — 35,7%, 3 6anna —
28,6%, 4 Oamnma — 23,2% mnamueHToB, MPU 3TOM, YeM Miaiamie OblI peOCHOK, TeM
CTaTUCTUYECKH 3HAUYMMO 4Yallle BBIABISUIACH OOJiee BBICOKAs CTENEHb HapYyIICHUU
cnocoOHOCTeW mnpuHMMaTh nuHy U kuakocth (P=0,038). Ilpu mpoBeneHuu
CPaBHUTEJIPHOTO aHalu3a BBISBICHO, UYTO Yy JETe ¢ 0oJjiee BHICOKUMHU OayjlaMu TIO
kinaccudukanuun EDACS, BoisBisuinch OoJiee HU3KUE nokasarenu Z-score MT/Bo3pact
(p=0,04), a Taxxe Ooylee HU3KKE MOKA3aTENIN 3araca MBIIICYHON TKaHU — OKPY)KHOCTD
cpenneit tpetn 1twieda (P=0,037), oObem wmbimiel 1wieda (p=0,038), HO JaHHBIN
MOKa3aTellb He OKa3bIBaJ BIUSHUS Ha XKUPOBYIO Maccy Tena (% coaepikaHUs KHpa B
OpraHu3Me ¥ TOJIIWHY TIOJKOXHO-)KUPOBOM KIeTYaTKU Tpulenca). [lpu anammze
(haKTUYECKOro palMoHa MUTAHUS BBISIBJICHO, YTO Y TMAIIMEHTOB ¢ 0o0jiee BBICOKMMU
6amtamu no mkaine EDACS ¢daktuueckoe nmotpedieHue Kkaji/cyT ObUIO CTaTUCTHYECKH

3Haunmo Mensbie (p=0,019).
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I'JIABA 5. KOPPEKIIUA TPO®PUUYECKON HEJJOCTATOYHOCTHU Y
IHAIMEHTOB C ITAJINIMATUBHBIM CTATYCOM

5.1 Ouenka Tpo¢0JI0rH4ecKOro CraTyca y nalueHToB U3 OCHOBHOM U

KOHTPOJIbHOM IpyInnbI

[Tocne MCXOIHOM KOMIUIEKCHOM OIEHKH TPOQOJIOTHMYECKOro CTaTyca y JIETew,
Hy)xJaomuxcs B okazanuu [IMII, manmenTts! Obuth pa3feneHsl Ha OCHOBHYIO (N=35) u
KOHTPOJIbHYIO0 (n=21) rpynmy B 3aBUCUMOCTH OT HPHUBEPKEHHOCTU 3aKOHHBIX
npeacTaBuTeNel K aueroTepanuu. [lanueHTsl U3 OCHOBHOW M KOHTPOJBHOW TPYIIIBI
ObBUTM COTOCTaBUMBI IO BO3PACTy, MOJY, M OCHOBHBIM TIOKa3aTessiM (DHU3HUECKOTO
pa3BUTHS: POCT, Macca Tena, Z-score pocT/Bo3pacT, Z-score Macca Tejia/Bo3pacT, Z-SCore
UMT/Bo3pact (Tabmnuia 14). Ilo crenenn bOH nanueHTsl 13 OCHOBHOM U KOHTPOJILHOMN

IpyII Takxe ObLIM conoctaBuMel (p>0,05).

Tabnuna 14 — Pacnipenenenue aeTeit u3 OCHOBHOM U KOHTPOJIBHOM TPYMIIBI IO OCHOBHBIM

MoKazaTesisiM (PU3NYECKOTO Pa3BUTHS

Kpurepuii OcHoBHas rpynmna KonTtpoabHasn p
(n=35) rpynna (n=21)
Manpunku (a6¢./%) 16/45,7 12/57,1 0,408
JleBoukwu (abc./%) 19/54.3 9/42,9
Bospacr (Meauana, jiet) 6,0 [3,0; 11,0] 6,0 [3,0; 11,0] 0,798
Poct (Meauana, cm) 97,0 [89,0; 127,0] 109,0 [88,0; 122,0] 0,716
Macca tena (MequaHa, Kr) 11,4 [9,0; 18,0] 14,8 [10,1; 21,0] 0,201
Z-SCore pocT/Bo3pact -2,5[-4,3; -1,7] -2,0 [-4,6; -1,5] 0,801
(MenuaHa)
Z-score mMacca Tena/Bo3pact -3,5[-5,3; -2,7] -2,6 [-4,2; -2,0] 0,083
(Mennana)
Z-score UMT/Bo3pact -2,1[-4,0; -1,9] -2,0[-2,3; -1,8] 0,076
(Mennana)

IIo ocHOBHBIM MOKa3aTelIsIM KOMIIOHCHTHOTO COCTaBa Teja (MBIH.IG‘IHOfI n

JKUPOBOW MacChl) TAIMEHTHl TakKe OBUIM COMOCTaBUMBI B rpymmax. McxomHbie
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MOKa3aTeJId KOMIIOHEHTHOI'O COCTaBa TeJla y NAlMEHTOB OCHOBHOM M KOHTPOJIBHOM Ipymn

npeacTaBiieHo B Tabuie 15.

Tabmuma 15 — McxomgHbie TOKazaTend KOMIIOHEHTHOTO COCTaBa Teja y JeTed u3

OCHOBHOM Y KOHTPOJIBHOM TPYyIIII

Kpurepuii (menuana) | OcnoBnasi rpynna (N=35) | Konrpoasnas rpynna (n=21) p

Kuposas macca

TKCT (mm) 5913,9; 7,2] 5,8 [5,4; 6,4] 0,703
XKuposas macca Tena 10,5 [6,4; 12,6] 10,8 [9,7; 12,2] 0,339
(%)
Mpineunas Macca
OII (cm) 13,8 [12,9; 15,5] 13,5[12,4; 16,4] 0,986
OB (cm) 24,0 [19,0; 27,0] 24,0 [21,0; 27,0] 0,696
PITOMII (cm) 115,0 [111,0; 140,0] 114,0 [109,0; 144,0] 0,839

[Io comyTCTBYIOIIMM COCTOSIHHSIM CO CTOPOHBI JKEIIYJOYHO-KUIIIEYHOTO TPAKTA y
OOJIbIIE TOJIOBUHBI MAlMEHTOB W3 ABYX TPYII BCTPEUYAIUCh 3alOpbl, CPbITMBAaHUS U

ractpoa3odareanbHas peditokcHas 00Je3Hb TPUMEPHO C PaBHOM 4YacCTOTOW (PUCYHOK

13).

OcHoBHasn rpynna

KoHTponbHas rpynna

0,0%» 10,0% 20,0% 30,0% 40,0% 50,0% 60,0% 70,0% 80,0% 90,0%

W [OPb M CpbirBaHua M 3anopbl

Pucynok 13 — 3abosneBaHus KeayJOYHO-KHIIEYHOTO TPAaKTa y JIeTel M3 OCHOBHOU U

KOHTPOJIbHOM TPYIIIIBI
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[Ipu omeHke COCOOHOCTH MPUHATHS MHIMA W KUAKOCTH MO Kiaccuukanuu
EDACS y nereit y ocHoBHOM rpymibl: 0 crenens — 8,6%, 1 crenens — 8,6%, 2 creneHp —
28,6%, 3 crenenp — 28,6%, 4 crenens — 25,7%. Ilo knaccudpuxanuu EDACS netu us
KOHTPOJILHON TPYNIIBI pacTpeAeTInCh cheayrommuM obpazom: 1 crenens — 4,8%, 2
crenenb — 47,6%, 3 crenens — 28,6%, 4 crenens — 19,0%.
[To cnocoOy MpUHATHS MUILK B OCHOBHOM TpyTINe 30H]1 ObLI YCTAHOBJIEH Y 7 MallMEHTOB
20,0%, ractpoctoma — y 2 uenoBek (5,7%). W3 KOHTpOJIBHOW TPYIIIBI Ha 30HIOBOM
nUTaHuM Haxoawioch 3 pebdenka (14,3%), ycraHoBieHa ractpoctoMa y 1 marueHTa
(4,8%).

OcHoBHBIE Tab0paTOpHBIC MapKePhI TPOHUIECKONW HETOCTATOYHOCTH Y TTAIIUCHTOB

00euX TPy TaK)Ke CTATUCTHYSCKH 3HAYMMO HE OTIMYAIUCH (Tadymna 16).

Tabnmuua 16 — JlaGopaTopHbie MoKa3aTesld TPO(POJOTUYECKOTO cTaTyca y JeTel u3

OCHOBHOM M KOHTPOJIBHOW IpyHI

IHoka3zaTenb OcHoBuas rpynna (n=35) | KonrpoabHas rpynna (n=21 p
(MequaHa)

OO0muii aHaIK3 KpOBU

Hb (r/x) 114,0 [103,0; 126,0] 116,0 [106,0; 119,0] 0,872

OpUTPOIUTHI (*109) 4,1[3,7; 4,6] 3,9 [3,6; 4,3] 0,326

LIT 0,9 [0,8; 1,0] 0,9 [0,8; 0,9] 0,642

Jumd. (abc.) 3,4[2,3; 4,5] 3,6 [2,5; 5,6] 0,426
buoxumunyeckuii aHau3 KpoBH

OO61. 6erox (1/1) 66,0 [63,0; 71,0] 68,0 [60,0; 72,0] 1,001

AnpOymuH (/1) 29,0 [20,0; 34,0] 32,0 [25,0; 40,0] 0,781

depputun (Hr/Mi) 13,0 [6,0; 37,0] 18,0 [12,5; 33,0] 0,363

CX (MKMOIIB/1T) 14,0 [8,4; 17,9] 9,2[6,1; 13,5] 0,056

CPB (mr/n) 3,1[2,0; 11,9] 2,4[1,2; 3,4] 0,802

Pacuet HeoOXxoauMOM KaJIOPUHHOCTU pallMOHA MUTAaHUS OOJBLHBIM U3 OCHOBHOM U
KOHTPOJIBHOM TPyHIl OPOBOAWIICA C MCIOJIb30BaHUEM Merona Kpuka, KOTOpbId
yuuTbhiBaeT 900 u koppekTupyromme Ko3hOUIIMEHTH ¢ Y4eTOM MBIIIEYHOTO0 TOHYCA,

dakropa akTuBHOCTH 1 cTenieHr BOH pebenka (Tabauia 17).
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Tabnuna 17 — Pacyer cyToOYHON KaJOPUIHOCTH pallMOHA MUTAHUs y JIeTel U3 OCHOBHOM

Y KOHTPOJIBHOM TPYyIIII

IMoka3zarean (MequaHa) OcHoOBHasi rpynmna KonrpoJibHasi rpynna p
(n=35) (n=21)
D00 (kkan/cyr) 755,0 [701,0; 965,0] 858,0 [722,0; 1007,0] 0,322
CyTouHas KaJOpUHHOCTh 1130,0 [1037,0; 1465,0] 1289,0 [1064,0; 1259,0] 0,370
paroHa (Kkaj/cyr)
dakTrueckoe moTpediieHue 934,0 [830,0; 1034,0] 954,0[799,0; 1178,0] 0,787
(kxain/cyr)

HeobxonmMoe KoIu4ecTBO 210,0 [135,0; 274,0] 262,0 [206,0; 305,0] 0,134

JIOTIOJTHUTEIBHBIX (KKaJI/CyT)

Pacyer He0OX0aUMOM JOMONHUTEIBHON MOAIACPKKU ONPEAEISIICS KaK pa3HHIA
MEXAY JOJDKEHCTBYIOIIUM MOTpPEOJICEHHEM KKal/cyT meTogoM Kpuka u ¢pakruueckum
noTpebJeHNEM KKaJI/CyT Ha OCHOBE aHajiu3a 3-JAHEBHOTO palioHa nuraHus. Bcecem
NalMEHTaM JIONOJIHUTEIbHO ObLIT PEKOMEHIOBAH €3KEIHEBHBIN MPUEM MOJTY3JIEMEHTHON
cMmecH. B nanbHelniem npu 1MHaMU4eCKOM HaOJI0IEHUH IeTel Ha IOMY BBISBIIEHO, YTO
3aKOHHBIE NIPEICTABUTENIN HE MPUIECPKUBAINCH TAHHBIX PEKOMEHJALUI M0 KOPPEKIUU
nutanus B 21 ciyyae. [Ipu opranuzanuu nuTaHus 4epes racTpoCTOMY HCIOJIb30BAIUCh
«OJNeHIM3UPOBAHHBIE)» MPOIYKThl MPOMBIIIIEHHOIO BBIMYCKAa WM MPUTOTOBJICHHBIE
CaMOCTOSITENbHO. J[aHHBIE MALIMEHTHI COCTABUIN KOHTPOJIBHYIO IPYIIY € LEIbIO OLIEHKN
3¢ ()EKTUBHOCTH aJIEKBATHOW HYTPUTUBHOW MOAJEPKKHU. [[€eTH M3 OCHOBHOM T'PYIIIIbI
HUCXOJSl M3 TPOBEACHHBIX PACUETOB HEOOXOIUMOM JTOMOJHHUTEIHHON KaJOPUHMHOCTH
palroHa NMUTaHUs MOJIyYalld CTaHAAPTHYI0 CMECh Ha OCHOBE THAPOJIM30BAHHOTO Oenka
MOJIOYHOM CHIBOPOTKH B U30KAJTIOPUIHOM HJIM TUTIEPKATIOPUIHOM pa3BeaeHuu (6enok 2,9

/100 Mmi).

5.2 Ouenka 3¢ PeKTHBHOCTH HYTPUTUBHOM MOJACPKKHU MAIUEHTOB €

HNAJJIMATUBHBIM CTAaTyCOM

B panpHenmeM nanuueHTaMm M3 OCHOBHOM M KOHTPOJIBHOW TPYIIIBI IPOBOAMIIACH
MOBTOpPHAs KOMIUIEKCHAs OlleHKa Tpodosormyeckoro craryca yepe3 1, 3, 6, 9 u 12

MECALCB OTHOCHUTCIIBHO AAaThl BKIIFOUCHHUA B HMCCICOOBAHUC. I[GT?IM, HYXIAIOIUMCs B
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OKa3aHWH MAJUTUATUBHON MEIUIIMHCKOMN MTOMOIIIH, TPOBOIUIICS COOP Kastod 1 aHaMHe3a,
OIICHKAa (PAKTUYECKOTO palioHa MUTAHUA 3a 3 JHS, aHTPOIIOMETPUYECCKUE M3MEPCHHSI,
OIlCHKAa (DU3WYECKOTO Pa3BUTHS M KOMIIOHEHTHOTO COCTaBa Teja, pacyeT CYTOYHOTO
KaJIOpaXka, a TAaKKe KOPPEKITU MUTaHUS HA OCHOBAHHH TTOJTYYEHHBIX JaHHBIX.

VY mamueHToB M3 OCHOBHOW TpyIbl yepe3 12 mecsieB Ha (oHE MPOBOIUMOMN
TEepaliui OTMEYAJIOCh CTATHUCTHUYECKU 3HAYMMOE CHIDKCHHE JIOJW TallMeHTOB CO
CPBITHBAaHUSIMH OTHOCHTEIHLHO MCXOMHBIX JaHHBIX ¢ 71,4 % mo 45,7% (p=0,029). lons
JeTel ¢ 3armopaMu cHuU3miack ¢ 62,9% no 45,7%, HO TIpy TOM JaHHBIN MOKa3aTelb HE
JOCTUT YpOBHsI cTatuctudeckoi 3Haummoctu (p=0,150). B rpymme KoHTpoOms
CTAaTUCTHUYECKU 3HAYUMBIX OTJIMYUK IO JAHHBIM IIOKA3aTeNIIM BBISIBJICHO HE OBLIO:
KOJIMYECTBO CPBITMBAaHUN yMeHbIUIOCh ¢ 85,7% no 66,7% (p=0,147), a Takxe
IIPOM30IILIO He3HAUNTEIIBHOE CHIDKEHHUE 3a1opoB ¢ 66,7% mo 52,4% (p=0,346).

[IpoBeneH JWHAMUYECKHM aHAM3 AaHTPONIOMETPUYECKUX TOKazarened vy
NAIMEHTOB JBYX Ipymi. POCT B OCHOBHOM 1 KOHTPOJILHOM IPyTIIE 3HAYUMO HE OTINYAJICS
HU Ha OJIHOM OCMOTpE, MPU 3TOM 4Yepe3 ol HaOJIIOACHUN POCT y AeTed U3 OCHOBHOM
rpynnsl yBenuuuics Ha 4,0% (ua 3,5 [2,8; 7,0] cM), a B koHTposabHOM Ha 2,8% (Ha 2,0
[1,5; 3,0] cm (tabmuma 18). JlaHHas pa3HHIA SBISCTCS CTATUCTHUCCKH 3HAYMMOM
(p=0,0001). Hagasyio craTUCTHYECKH 3HAUMMBIX PA3IUINi MEK Ty MallieHTaMH OCHOBHOM
¥ KOHTPOJIHHOM TPy MOSABJISIETCS HAa 3 Mecslla UCCIIE0BaHMs, KOTa IETH U3 OCHOBHOM
TPyl BRIPOCIIH OTHOCUTENBHO HCX0MHOTO HabmoaeHus Ha 0,5 [0,5; 1,0] cm (0,8%), a
neTy u3 KoHTpostbHOM rpynmsl Ha 0,4 [0,2; 0,6] cm (0,5%) (p=0,038). B nanbpHeiimem sta

pa3HUIlA TOJIBKO YBEIMYMBATIACH (PUCYHOK 14).
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Tabmuma 18 — CpaBHEHHE aHTPOITIOMETPUIECKUX ITOKa3aTeIeH y MaIlMeHTOB OCHOBHON 1

KOHTPOJILHOM TPYyMIbl (MCXOJHBIC 3HAUCHUSI M Yepe3 TOJ HAOJII0ICHMS )

IMapametp OcHoBHasi rpynmna KonTpoabHasi rpynna p
(n=35) (n=21)
Poct (Meamnana, ser)
VcxomHoe 3HaYCHHE 97,0 [89,0; 127,0] 109,0 [88,0; 122,0] 0,772
UYepes 12 mecsren 102,0 [93,0; 130,0] 112,0[91,2; 124,0]
Macca tena (MeauaHa, Kr)
Mcxo/Hoe SHaYeH e 11,4 [9,0; 18,0] 14,8 [10,1; 21,0] 0,546
UYepes 12 mecsien 13,9 [12,0; 26,4] 16,4 [11,0; 27,7]
Z-score pocT/Bo3pacT (MeanaHa)
VICXOMHOE 3HAYCHUE -2,5[-4,3; -1,7] -2,0 [-4,6; -1,5] 0,279
UYepes 12 mecsieB -2,5[-4,1; -2,1] -2,9[-4,9; -2,2]
Z-score mMacca Tena/Bo3pact (MeIruaHa)
McXOHOE 3HAUCHIE -3,5[-5,3; -2,7] -2,6 [-4,2; -2,0] 0,130
Yepes 12 mecsiien -2,6 [-3,7; -2,0] -3,0[-4,3; -2,3]
Z-score IMT/Bo3pacTt (MenuaHa)
HcxonHoe 3HaueHne -2,1[-4,0; -1,9] -2,0[-2,3; -1,8] 0,016
Yepes 12 mecsiies -1,1[-1,8; -0,8] -1,8[-2,2; -1,3]

rpymnmnax CTaTUCTHYCCKH 3HAYMMBbIX OTJIMYMM HU HA OIHOM OCMOTPEC BBIABJICHO HE OBLIO.

IIpn cpaBHEHMM TOKa3aTeJIe MacChl Tejla JIETEd B OCHOBHOM M KOHTPOJBHOM
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Ho nipu ananuse ckopoct mprOaBKX MAcChl TeJa MOJIYYCHBI CTATUCTHYECKU 3HAYNMBIE
paznuums. Tak, yxe depe3 Mecsll MPUMEHEHHUs Je4eOHOTO MHUTaHUS TI0Ka3aTelhb
yBEJIMYEHUsI MacChl Tena y aereid ocHoBHOM coctauia 0,1 xr [0; 0,1], a B KOHTpOJIBHOM
rpynne — 0 [-0,1; 0,1] kr, gto coctaBmio 0,8% u 0,01% coorBerctBeHHO (p=0,04). B
MOCJIETYIONINE MECSIIbl pa3HUIlA B M3MEHEHUU MAacChl Tejla TOJIbKO Hapacrtana. [luk
npuOaBKU Macchl Tella y JeTel OCHOBHOM Tpymmbl 3a)UKCUPOBAH K IIECTOMY MECSILY
HaOMroeHW. 3a TepBBIC TPpU Mecsma AeTh mpubdaBwim 5,5%, a 3a BTOpPOW KBapTam
yBenuuenue coctaBuwiio 11,0% OTHOCHUTENBHO MAacchl Tella IOCNEe TPEX MECSIEB
HaOmo/ieHus. B mocneayronieM TeMIibl YBEIMYEHUSI MACChl TeJla HECKOJIbKO CHU3UITUCH
u coctaBwin 6,4% u 6,5% 3a xkBaptan. Y geTeil KOHTPOJIBHOM IpyIIibl yOeauTenbHas
npubaBKa Macchl Tejla Hadyalach TOJBKO K 9 Mecsiry u coctasuiia 3,0%, 3a nepuon ¢ 9 1o
12 mecsiiieB — 3,3%. B pesynbrate momyueHo, uTo K 12 MecsIly €T OCHOBHOM TPYTIITBI
npubaBuiu 3,5 [2,6; 4,5] Kr K HICXOJHON Macce Tena, B TO BpeMsl KaK B KOHTPOJIbHOM
rpymnme yBenuueHue wmacchl Tenma coctaswio 1,0 [-0,9; 1,6] — 33,9% u 9,4%
cootrBeTcTBeHHO (p=0,0001). OTcyTcTBHE pazivuuii Macchl Tejla JAETeHd OCHOBHOM U
KOHTPOJILHOM Tpynt K 12 MecsIy 0OBsICHAETCS TeM, UTO M3HAYaJIbHO Macca Tela JeTei
OCHOBHOM TPYIIIbI OblJIa HECKOJIBKO MEHBIIIE, XOTS CTATUCTUYECKH 3HAUUMBIX Pa3Inuuid
10 CPaBHEHUIO C IPYIION KOHTPOJIS BBISIBICHO HE ObLIO (pUCYHOK 15).

[Ipu onieHke (HU3NIECKOTO PA3BUTHS BBISIBICHO, YTO Z-SCOTE€ POCT/BO3PACT B 00EUX
IpyInax CTaTUCTUYECKU 3HAYUMO HE OTJIMYAJICS HU B KOHTPOJIbHBIX TOYKAX, HU 4Yepe3
roJl HaOJIONECHMs, MPU HTOM Y BCeX OOJBHBIX ATOT IMOKa3aTelb YXYIUIWICS (B
KOHTpoibHOM Tpymnme Ha 30,9%, B ocHoBHOM — Ha 5,9% (p=0,004)). Pasnuna B
MOKa3aTeNsIX yKa3blBAeT HA MOJIOKHUTEIHLHOE BIMSHHUE JIEUEOHOr0 MUTAHUS HA TEUEHUE

xpoHuueckoi bBOH.
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Pucynok 15 — IIpupocT aOcomOTHBIX (KT') M MPOLICHTHBIX 3HAYEHHI MOKa3aTels
Macchl Tejla MpU JUHAMUYECKOM HaOJIIOJICHUU y MAIlMEeHTOB OCHOBHOM M KOHTPOJILHOM
TPYIIIT

[TokazaTenb Z-score Macca Tejaa/Bo3pacT y OCHOBHOM M KOHTPOJIbHOM T'PYIIIIBI HE
YMela CTaTUCTUYECKU 3HAYMMBIX OTJIMYMKA HU B OJJTHOM KOHTPOJIbHOM Touke. Ho nmepBbie
3HAYMMBIE PA3JINUMs MEXK]y MAllMEHTaMH U3 OCHOBHOW M KOHTPOJILHOM IPyMI HAUMHAIOT
nosBIAThCA K 3 Mecsaiy Habmonenus. [Ipu ananuse Z-score macca Tena/Bo3pacT B 3
Mecsla y AETEd U3 OCHOBHOW TpyIbl yBenuuuiics Ha 4,3%, a y 1eTeil u3 KOHTPOJIbHOU
Ha 2,9% (p=0,0001). B nanpHelimem TeMmibl npubaBku Z-score Macca Teja/Bo3pacT y
MalMEeHTOB M3 OCHOBHOM TPYIIbl YBEIMYMBAINCH KaXIblii KBapTajl OTHOCHUTEIIBHO
HWCXOJHBIX JaHHBIX: B 6 MecsieB Ha 13,9%, B 9 mecsnes Ha 22,3%, B 9 mecsareB — Ha
27,6%. Y KOHTpOJBHOW TPYNIIbI JaHHBIA MOKa3aTelb yBennuuBaics Ha 8,2%, 10,3%,
10,6% cootBercTBerHo (p=0,0001). 3a mepBbIii MeCsII HAOIIOACHUS IETH U3 OCHOBHOMN M
KOHTPOJILHOM Ipymibl npubaBuiin Z-score Macca Tena/Bo3pact o 1,7% oTHOCUTENbHO
UCXOJIHBIX JTAaHHBIX, ¢ 1 Mo 3 Mecsil HabtoIeHnss OCHOBHas rpynna 2,6%, KOHTpOJIbHAs
- Ha 1,0% otHOcuTenbHO KOHTpOs B 1 Mecsi Habmoaenus (p=0,0001). ITuk npubaBku
Z-score Macca Tea/Bo3pacT MPUXOAUTCS B IPOMEKYTOK € 3 TI0 6 MecsI] B OCHOBHOM (Ha
10,1%) u xoHTpOABHOM TpymIie (Ha 5,2%), OTHOCUTENHHO MPEABIAYIIETO HAOIIOACHUS.

B nanpHelineM TeMnbl pruOaBKHA COKPAIIAINCE U COCTABIIUIN 9,6% B OCHOBHOM TIe
5
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u 1,9% B koHTpOaBHOM 3a niepuof ¢ 6 o 9 mecsu (p=0,0001). C 9 o 12 mecsi TeMribl
NpuUOABKA COKPAaTWJIMCh B OCHOBHOM TIpymne NpakTuuecku B 2 pasza (6,5%), a B
KOHTpoJibHOM — B 9 pa3 (0,3%), p=0,0001.

3HaunMble M3MEHeHus1 mokaszatens Z-score UMT/Bospact ompenensimucy k 12
MeCSILy dKU3HH Y MMAIIMEHTOB OCHOBHOM IpyIIibl. B OCHOBHOM Ipynie JaHHBIM MOKa3aTeb
yBenuumiica Ha 53,0%, OTHOCUTENBHO HCXOAHBIX JaHHBIX, @ B TPYIIE KOHTPOJIS Ha
12,9% (p=0,0001). OTcyTCcTBHE CTATUCTUYECKHA 3HAYMMOW PAa3HULIBI MEXy MeIHaHaMU
3HAQUYEHUM JAHHOTO ToKazarens 10 12 MecsieB Tepanuu MOATBEPKIAET MEIAJICHHOE
yinyuiienne Z-score UMT/Bospact y nereir ¢ IIC. Iluk yBenuuenust Z-score
NMT/Bo3pacT y KOHTPOJBHOH Ipynnbl HaOmogaeTcss K 9 n 12 mecsuam HaOIIOIEHUA.
[TpupocT oTHOCUTENBHO MpeabIayIero HadmoaeHus coctasisut ot 0,02% o 17,9%. B
KOHTPOJIbHOM Touke 9 MecsieB mpupoct coctaBui 20,5%, B 12 mecsmes — 20,0%, Torma

KaK B KOHTpOJIbHOU Tpyte 2,8% u 6,1% cootBercTBeHHO (p=0,0001) (prcyHOK 16).

1,6 25,0%
1,4
20,0%
1,2
1,0 15,0%
0,8
10,0%
0,6
4, 7%
0,4 2,8% 5,0%
1,8%
02 |0,0%
0,0 10,0]
1 mecay, 3 mecay, 6 mecay 9 mecay 12 mecAay
0,2 -5,0%
B 30C.0CHOBHAA Ml 30C. KOHTPO b s DUMPOCTa OCHOBHAA % NpUpoCTa KOHTPOb

Pucynox 16 — IIpupoct abconroTHbIX (Z-SCOre) U MPOIEHTHBIX 3HAYCHUI MTOKa3aTest Z-
score UMT/Bo3pacT mpu OWHAMHUYECKOM HAONIOJEHWU Y TMAaIlMeHTOB OCHOBHOU U

KOHTPOJIbHOM TPyIIII
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Ha ¢one mueromormueckoro COmMpOBOXKACHUS MAIMEHTOB W3 OCHOBHOW TPYIIIIBI
yepe3 Toj] HaOII0IeHne HOPMaJTM30BaTh TPOPOIOTHUECKHUHN CTaTyC MOTydniioch y 42,7%
nereit, y 37,1% nabmonanacs BOH 1 crenenn, y 17,2% - BOH 2 crenenu, u Tonpko y 1
pebenka coxpansiiack bBOH 3 crenenu, HO TPOU30IIUIA IBHAS OJIOKUTENbHAS TUHAMUKA

3a TOJ B IU1aHe u3MeHeHus Z-score UMT/Bo3pacrt ¢ -8,34 1o -4,93 SD (pucynok 17).

|53H1| |53H2| |53H3|

UCXoAHbIe | 9 (25,8%) | | 13 (37,1%) | | 13 (37,1%) |

qep6312MECHL"EB|EaH0| |B3H1 | [B3Ho | B3H1 | [BaH1 | [B3H2 | [BaH3 |

| 7(201%) || 2(57%) || 8(22,8%) || 5(14,3%) |[ 6(17.2%) | | 6 (17,1%) | [ 1(2.9%) ]

Wl' |—|‘|—|‘|—|

| 1s@27%) | | 1B3B71 | | s@raw | | 1% |

Pucynok 17 — Pacnipenenenue creneneit Tsoxectd bOH y neteit ocHOBHOM Tpyniibl 10

Hayaja HyTPUTUBHOM MOAACPKKHU U yepe3 12 MecsleB ee NpoBeaeHUs

UYepes roa HaOMOICHUS CpeIu TAIMEHTOB KOHTPOJBHON TPYMIbl HOPMaJbHbBIC
nokaszarenu TpodoJoruueckoro craryca Habmogamch y B 9,5% ciyuyaeB, bOH 1

crerenu — y 57,2%, BOH 2 crenenu — 23,8%, u ¢ BOH 3 crenenu — 9,5% (pucynok 18).

B3H 1 B3H 2 B3H 3
UCXoaHbIe 10 (47,6%) 9 (42,9%) 2 (9,5%)
yepes 12 mecaues / \ / \
B3H 0 B3H 1 B3H 1 B3H 2 B3H 3
2 (9,5%) 8(38,1%) 4 (19%) 5(23,8%) 2 (9,5%)
B3HO B3H 1 B3H 2 B3H 3
2 (9,5%) 12 (57,2%) 5(23,8%) 2 (9,5%)

Pucynox 18 — Pacnpenenenue creneneii Tsixectd bOH y neteit 3 KOHTPOJIBLHOM TPYIIITBI

OT Hauaja HabmoIeHns u 4epe3 12 mecsien
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OI_IeHKa KOMIIOHCHTHOI'O COCTaBa TCJIa IIOKa3aja 6BICTp0€ pearupoBaHuc u

BBICOKHE CKOPOCTH Ha0Opa KUPOBOU MaccChl Teya Ha (hOHE TTPOBOIUMON HYTPUTHUBHOMN

MOJICPKKHU. YKe K 6 MecsIily HaOJII0JIeH!s Y TTAlIMEHTOB U3 OCHOBHOM IpyMIIbl MeIMaHa

sHaueHuit TKCT 7,9 [6,1; 8,7] Mmm Obla CTaTUCTUYSCKH 3HAYMMO BBIIIE OTHOCHUTEIHHO

KOHTpoibHOU Tpynmel 6,2 [6,0; 8,7] mm (p=0,029). B nanpHeimeM CTaTUCTHYECKU

3Ha4YUMas pa3Hulad YBCINYUBAJIACH C KAXKIBIM KOHTPOJBHBIM OCMOTPOM U B UTOI'C K 12

MecsIy B OcCHOBHOM rpymie Meauana 3HaueHnid TKCT cocrasmina 18,5 [16,0; 20,0] mwm,

a B KOHTPOJIbHOM 6,6 [6,2; 7.4] MM. ¥ nereid u3 ocHoBHOM rpynmnsl TKCT yBennuunacek

Ha 63,7%, Torma kak y koHtpoibHOM — Ha 14,7% (p=0,0001). Ilokazarens TKCT

pearupyeT caMbIM IIEPBBIM IIPY HA3HAYEHUH HYyTPUTUBHOM MOJIEPKKH, YKE K 3 MecsALam

MIPOUCXOIUT YBETUYEHUE B OCHOBHOM rpytre Ha 18,0%, Torna kak B KOHTPOJIBHON — Ha

4,0%

OTHOCHUTENBHO mpenpiaymero ocmorpa (p=0,0001). B nanbHeiinem TeMibl

NPUPOCTA CHUKAIOTCSA TI0 Mepe HaOmoaeHus (prucyHok 19).

4,0
3,5
3,0
2,5
2,0
1,5
1,0
0,5

0,0

20,0%
18,0%
16,0%
14,0%
12,0%
10,0%
8,0%
6,0%
4,0%
2,0%
{ 0,0%
1 mecay 3 mecau 6 mecal, 12 mecay,
BN 26c.0ocHOBHAA I a6C.KOHTPO/b st PUPOCTa OCHOBHAA % NpUpOCTa KOHTPOb

Pucynox 19 — [Ipupoct aGcomoTHBIX (MM) M IPOLEHTHBIX 3HaueHuit nokaszarens TKCT

pU TUHAMHYECKOM HAOJIOJIEHUH Y MallUEHTOB OCHOBHOM M KOHTPOJIbHOW TPyII

ITpu ouneHke mpupocTa XUPOBOM Macchl Tejaa B % IOJIy4EHO, YTO MEIMaHa

3HAYCHUM JAAHHOTI'O ITOKa3arcCjid CTATUCTHUYCCKU 3HAYMMO HAYUHACT pPa3IndaTrbCsa B
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OCHOBHOW W KOHTPOJBHOW rpymme yxe K 9 mecsany nHabmonenus (p=0,0001). ITux
pUOaBKH KUPOBOK MACCHI Tea B % y MAIlMEHTOB OCHOBHOMW TPYMIIHI 3aUKCHPOBaAH K 6
Mecslly HaOmoJieHus. 3a MepBble TPU Mecsla MaluueHThl npudaBuian 17,9% xupoBoit
Macchl, a K 6 Mecsy — 23,3% 0THOCUTENBHO MPEbIAYIIEro KOHTPoJIA. B nmocnenyromem
TEMITbl TPUOABKU KUPOBOM MACCHI Tela YMEHBIIMIUCh U cocTaBuiu 16,5% 3a Tpetuit
kBaptan u 12,8% - 3a yeTBepThId. Y AeTei U3 KOHTPOIHHOM rpyIibl HauboJee BEICOKUE
TEMITBI PUOABKH )KHUPOBOM MacChl HAYaIUCh K 3 Mecsry (6,9%), B manpHEHIIIEM TPUPOCT
ATOrO TOKa3aTessl TOJbKO yMEHbIaNcsa. B pesynbraTe monydeHo, uro k 12 mecsiy
KOPPEKITUHU MTUTAHUS Yy ACTEH U3 OCHOBHOM I'PYIITBI )KUPOBas Macca B % yBEIIMUNBACTCS

Ha 95,2%, Torma kak B KOHTpoJibHOM rpymme Ha 20,4% (p=0,0001) (pucyHok 20).

10,0 25,0%
9,0
8,0 20,0%
7,0 | 17,8%
6,0 15,0%
5,0
4.0 10,0%
6,9%
3,0
4,2%
20 78 3,5% 3,3% 5,0%
|
1,0
0,0 — == (,9% 0,0%
1 mecay 3 mecay, b6 mecay, 9 mecay, 12 mecay,
BN 26c.0cHOBHaA MM 30C. KOHTPO/1b == NDMPOCTA OCHOBHAA % NPUPOCTa KOHTPOAb

Pucynokx 20 — Tlpupoct abcomotHbiX (%) W TPOILEHTHBIX 3HAYCHUN TOKaszarens %o
JKUPOBOM Macchl Tejda MPU JUHAMUYECKOM HAOJIIOJICHUU Y TAIMCHTOB OCHOBHOM H

KOHTPOJIBHOM TPYIIII

Orenka 3armaca MBIIIEYHONW TKAaHW B OpraHU3ME TMOKa3aja, 4TO CTaTUCTUYECKH
3HaYMMas pa3HUIIA B OKPYXKHOCTH IIJIe4a MAllMeHTOB OCHOBHOM T'PYIITBI MOSBHIIACH K 9
MeCAIly HYTPUTHBHOM TOIIEPKKU. B 9 wmecsieB MmeamaHa OKPYKHOCTH Ijieda B
ocHOBHOI rpymme coctaBmia 16,0 [15,0; 19,0] cm, Torma kak B KoHTpodbHOM 14,6 [13,5;
17,1] (p=0,022). K 12 mecsiy HaOm0aeHUST B OCHOBHOM T'PYINE OKPY>KHOCTH IIeua

yBenuuuiaachk Ha 4eTBepTh (24,5%), Torna kak B KoHTposibHOM Ha 9,3% (p=0,0001).



98
Temmnbl mpubaBKK OKPY>KHOCTH TI€Ya JOCTUTAIOT CBOETO MUKA K 6-9 MecsIly y OCHOBHOM
TPYHIBI U COCTABISAIOT 6,7% 1 6,5% COOTBETCTBEHHO, a K 12 Mecsiy cHmxaroTcs — 5,2%.
B KOHTpOJIbHOM TpyIIe TEMITbl IPUPOCTA OKPYKHOCTH TIJIe4a OTHOCUTEIHHO OCHOBHOU

rpymibl cradbuinbHo HE3KHUE (110 1,0-2,0% 3a Tpumectp) (pucyHok 21).
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3,292,7% 3,0%
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0,5
|0,0[[T;6- 0,7% 05H 1,3]/0,8

0,0
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132"7—'

1 mecauy 3 mecAay 6 mecAay 9 mecau 12 mecau

1,0%

0,0%

BN 26C.0CHOBHaA M afiC.KOHTPO/b =% NPUPOCTa OCHOBHAA % NpUPOCTa KOHTPOb

Pucynok 21 — Ilpupoct abCOMOTHBIX (CM) U MPOLEHTHBIX 3HaueHui nokazarens Ol mpu

JMHAMUYECKOM HAOII0ICHUH Y TAllMEHTOB OCHOBHOM M KOHTPOJBHOM rpymnmn

[Ipu ananu3e 3HAYEHUI OKPYKHOCTH Oepa B OCHOBHOM M KOHTPOJIBHOM IpyIIax
OTJINYUH MOJTY4YEHO HE ObUIO HE B OJTHOM KOHTPOJBLHOM TOYKE, HO K 12 Mecsily y neren
OCHOBHOM T'pynnbl JaHHbIM NoKa3aTenb yBemnuwica Ha 20,0%, a B rpynmne KOHTPOJA
Tosibko Ha 5,7% p=0,0001. MakcuManbHbIE TEMITbI YBEIMYCHUS OKPYKHOCTH Oeapa
HaOJII0/IAl0TCS y MAIMEHTOB U3 OCHOBHOM Ipyniibl K 9 mecsiam. B mpomexyTok ¢ 6 10 9
MECALIEB OTHOCUTENBHO mpeabiaymero ocMorpa Ob yBemmuwmnace Ha 7,1%. Iluka
yBenuueHus: Ob feTeil u3 KOHTPOJIBHOM TPYMIBI HE ObLIO, ATOT MMOKa3aTeab CTA0MUIBHO

yBenuuuBaics Ha 0,7-1,9% kaxuplii TpuMecTp (PUCYHOK 22).



99
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Pucynox 22 — [Ipupoct abCOMOTHBIX (CM) M MTPOIICHTHBIX 3HaUYCHM TTokazarenss Ob npu

JTUHAMUYECKOM HAOJIOICHUH Y TAlMEHTOB OCHOBHOM M KOHTPOJIBHOM YT

Menuana oObeMa MBI TUI€Ya, PACCUMTAHHBIE TO (opMylie, CTaTUCTUYECKH
3HAYMMO YBEJIHWYWJIACh y TAIMEHTOB W3 OCHOBHOW TPYIIIBI TOJBKO K 12 Mmecsiry
HaOmogenuss u cocrasuwia 140,0 [129,0; 170,0] MM, Torma Kak y MalUEHTOB W3
KOHTpoJbHOM Tpymmsl - 129,0 [118,0; 151,0] mm (p=0,018). K 12 mecsiy PITOMII
YBEIMYMIICA B OCHOBHOM rpynine Ha 19,5% OTHOCUTENbHO HUCXOIHOTO HAOJ0IEHHE, a B
KOHTPOJIbHOM — B 2 pa3a mensine (8,8%), npu p=0,0001. ITux npudasku PIIOMII y
MAI[MEHTOB OCHOBHOW IPyNIIBl yOSAUTENHHO HAOM01aeTCs K 6 MecsIly HabIoeHHS, TIe
3a nocieaHue 3 Mecsia HaOMroeHrs yBenuuuiics Ha 6,2%, 3aTeM 3a Mnociaeayronue 18a
TpUMeCTpa MpubdaBKa yMEHBITUIIACH, HO OcTaeTcs cTabunbHo 4,1-4,5%. B koHTpONIBHON
rpynne yoeautenbHoro nuka npu6aBku PIIOMII He Obulo M mpoOUEHT MmpupocTa 3a
TPUMECTP OTHOCUTETHHO MpeAblaymux Habmogenuit coctasmsn ot 0,4% no 3,0%

(pucyHok 23).
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Pucynox 23 — Ilpupoct aOCONIOTHBIX (MM) M TPOIEHTHBIX 3HAYEHUW TMOKa3aTess

PIIOMII npu nuHamMuyeckoM HAOIOJEHWU Y MALMEHTOB OCHOBHOW M KOHTPOJIBHOM

rpynn

CpaBHeHHE aOCOJIIOTHBIX 3HAUYEHHUW TOKa3zaTeled cocTaBa Tela y MalUeHTOB

3 mecay,

1 mecay,

100

6 mecay,

9 mecauy,

0,9%
-

12 mecay,

OCHOBHOMW M KOHTPOJILHOM TPYMIIbI IPEACTaBIeHO B Tabiuie 19.

7,0%
6,0%
5,0%
4,0%
3,0%
2,0%
1,0%
0,0%

-1,0%

% NPUPOCTa KOHTPOb

Tabmuma 19 — CpaBHeHHe mokazarejell cocTaBa Tella y MAIllMEHTOB OCHOBHOM

KOHTPOJILHOM TPyMNIbl (MCXOTHBIC 3HAYCHHS U Yepe3 o1 HaO o AeHHS)

IMapamerp (MeanaHa) OcHoBHas1 rpynna KonTpoabHas p
(n=35) rpynna (n=21)
’KupoBast Mmacca
TKCT (mm) | HcxoaHoe 3HaUeHHE 5,91[3,9; 7,2] 5,8[5,4; 6,4] 0,703
Yepes 12 mecsiien 9,0[7,9; 9,8] 6,6 [6,2; 7,4] 0,0001
% xupa B HcxonHoe 3HaueHne 10,5 [6,4; 12,6] 10,819,7; 12,2] 0,339
Tee UYepes 12 mecsieB 18,5 [16,0; 20,0] 12,7 [12,3; 14,2] 0,0001
Meiegynas Macca
OIT (cm) HcxonHoe 3HaueHUE 13,8 [12,9; 15,5] 13,5[12,4; 16,4] 0,986
UYepes 12 mecsien 16,6 [16,0; 20,0] 14,9 [13,8; 17,3] 0,003
OB (cm) HcxonHoe 3HaueHne 24,0 [19,0; 27,0] 24,0 [21,0; 27,0] 0,696
Yepes 12 mecsiies 27,2 [24,4; 32,0] 25,2 [22,7; 28,0] 0,055
PITOMII HcxonHoe 3HaueHne 115,0 [111,0; 140,0] 114,0 [109,0; 144,0] 0,839
(cm) Yepes 12 mecsiie 140,0 [129,0; 170,0] 129,0[118,0; 151,0] 0,018
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beimn mpoananm3upoBaHbl OCHOBHBIM JTAOOPATOPHBIE TOKA3aTeNu TPOOUUECKOU
HenocrarouyHoctH (Tabmuma 20). MenuaHa ypoBHS TE€MOTJIOOMHA CTaTUCTHYECKH
3HAYMMO HE pa3inyaiach B 00euX rpymnmax Hiu Ha ogHoM ocMoTpe. K koHIly HaOmoaeHus
BBISIBJICHO, YTO Y OCHOBHOM TPymMIbl reMorioonH yBemmuuics Ha 0,2%, B KOHTPOJIBHOM
yMmeHbwiIcss Ha 3,2% OTHOCUTENBHO MCXOAHBIX JaHHbIX (p=0,026). Menuana
aOCOJIIOTHOTO YHCiIa JUM(OLUUTOB CTATUCTUYECKH 3HAYMMO OTJIMYasiach Ha 12 mecsie
HaOmonenus. B xonrponsHoii rpymme AUJI cocrasnsio 3,5 [2,8; 4,8]*10%1, Torga kax
B ocHOBHOH 2.4 [2,0; 3,4]*10%n (p=0,002). B 0CHOBHOIi Ipymme 3TOT MOKa3aTeib
camsuics Ha 20,3%. Ho ¢ yderom TOro ¢akra, 4To OCTaJbHbIE IOKa3aTEIH
TpoOJIOTUYECKOTO CTaTyca yIydllUInuCh, Mbl HE MOkeM orleHuBaTh AYJI kak Mapkep
Tpoduueckoil HemocTaToyHOCTH. MeauaHa ypoBHS oOmiero Oenka CTaTUCTUYECKU
3HaYMMO HE M3MEHHJIACH 3a MEepPHO]l HAONIONCHNS HU B OCHOBHOW, HU B KOHTPOJHHOU
rpynmne. YpoBeHb ajJbOYMHHOB y MAIlMEHTOB M3 OCHOBHOW Tpynmbel K 12 wmecsity
HAOJIOICHUS] CTATUCTUYECKH 3HAYMMO CHU3HWICS OTHOCUTEIBHO KOHTPOJIBHOM TPYIIIIHI:
24,0 [22,0; 30,0] r/n mpotus 32,0 [26,5; 38,0] r/1, p=0,01. M3HavyanbHO y AeTeii OCHOBHOM
rpynnel ObUT HMKE, YeM Yy KOHTpOJIbHOW. M3BecTeH TOT (hakT, 4TO KOHIIEHTpAIlUs
anpOymMHHa OyIEeT 3aBHCETh OT CIEAYIONIIUX HEMUTATeNbHBIX (AKTOPOB: HATUYHE
BOCIAJIMTENILHOTO TPOIIECcCa, COCTOSHUE BOJAHOTO OanaHca, GyHKUUS TedeHu. B aToi
CBSI3M C YUYETOM YIYUIIEHUHN JPYrUX Moka3areiaei TpoPoJIOTUYECKOro CTaTyca, a TakxKe
OTCYTCTBHSI pa3IMINI MEXTy YPOBHEM 00I1IeT0 O€JIKa, MBI HE MOXKEM OLICHUTh CHUKCHHE
YpOBHSI anb0yMHHA Kak TMporpeccupoBaHue Tpoduyeckod HemocTtaTouHOoCTH. [lpum
aHanW3e YypOBHA (EppUTHHA BBISABICHO, YTO CTATUCTUYCCKH 3HAYMMBIX OTIWYUI
MeJMaHbl 3HAYEHUI MPU KOHTPOJBHBIX OCMOTpax He HabJ01anoch, HO K 12 Mecsiy y
MAIlMeHTOB M3 OCHOBHOW Tpymnmbl TmoaHsuics (epputuH nHa 37,6%, Korma Kak B
KOHTpPOJIbHOM Tpynne — Ha 3,3%. YpoBEHb CBIBOPOTOUHOTO XKeE€J€3a CTAaTUCTUYECKU
3HAYMMO OBUI BBIIIE B OCHOBHOW rpyrrme Ha 3 mecsie HaOmoaenuid 15,6 [11,8; 17,8]
MKMOJIb/JI, TOTJa Kak B KOHTposibHOM rpymme 10,8 [7,8; 16,2] mxmons/n (p=0,031).
Taxke CTaTUCTUYECKH 3HAYMMBIC OTIUYHS MEXIY JBYMs TPYIITaMHu HaOJIr01aauch Ha 9
MecsIie HaOJoIeHus, B OCHOBHOH Tpymme ypoBeHb CXK cocraBwr 14,5 [11,4; 18,7]

MKMOJIB/JI, @ B KoHTpoasHOM — 10,8 [7,4; 14,4] mxmons/i (p=0,014).
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Tabmuma 20 — CpaBHeHue JTa0OpAaTOPHBIX IOKa3aTeed y MAIMEHTOB OCHOBHOM U

KOHTPOJBHOM TPYNIIbI (UICXOIHBIC 3HAUCHUS U Yepe3 roji HabJII0ACHU )

IHoka3zareanb OcHoBHasi rpynna KonTpoabsHas p
(n=35) rpynna (n=21
OOmwmii aHau3 KPOBU
Hcxonanoe 3HaueHUE 114,0 [103,0; 126,0] 116,0 [106,0; 119,0] 0,872
bl Yepes 12 mecsies 114,0 [106,0; 123,0] | 113,0[104,0; 114,0] 0,101
JIumo. (abe.) HcxoaHoe 3HaueHne 3,4[23;4,5] 3,6 [2,5; 5,6] 0,426
Yepes 12 mecsies 2,4 [2; 3,4] 3,5[2,8; 4,8] 0,002
BroxuMUUYecKuii aHaIu3 KPOBH
OO0w. Oenok HcxonHoe 3HaYeHUE 66,0 [63,0; 71,0] 68,0 [60,0; 72,0] 1,002
(/) Uepes 12 MecAIes 68,0 [63,0; 69,0] 65,0 [60,0; 75,0] 0,954
Anp6. (/1) HcxonHoe 3HauYeHUE 29,0 [20,0; 34,0] 32,0 [25,0; 40,0] 0,782
Yepes 12 mecsies 24,0 [22,0; 30,0] 32,0 [26,5; 38,0] 0,011
®epurun(ar/mn | McxoaHoe 3HaUCHHE 13,0 [6,0; 37,0] 18,0 [12,5; 33,0] 0,362
) Yepes 12 mecsiies 16,0 [12,0; 33,2] 18,0 [13,0; 33,5] 0,795
CX (Mxmounb/n) | McxoaHoe 3HaUeHHE 14,0 [8,4; 17,9] 9,2[6,1; 13,5] 0,056
Yepes 12 mecsities 15,6 [13,0; 19,1] 12,4 [9,6; 17,4] 0,059
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IJIABA 6. OLIEHKA M KOPPEKLIUSI TPO®OJOTMYECKOI'O CTATYCA Y
JETEM, HYKIAIOIIMXCS B OKASAHUM NAJUVIMATUBHOI
MEJUIIMHCKO# MOMOILH, C HOMOIIbIO MPOTPAMMHOI'O
OBECIIEYEHMS

6.1 Ananu3 oueHkn TPOGOJOrHIeCKOr0 CTATYyCA Y JAeTel, HYKIAIUIUXCS B
OKa3aHMU NAJUIHATUBHOM MeIUIIMHCKOH MOMOIIH, B aMOYJIATOPHBIX U

CTAUOHAPHBLIX YCJI0BUAX

B pamkax dyeTBepTOro sTarna npoBeIeHUs UCCIIEA0BAHMS Mbl BBISIBIISUIA TPYIHOCTH
B OIICHKE TPOQOJIOTHUECKOT0 CTaTyca y TaUIMATHBHBIX TMAIMEHTOB BpadamMu
aMOyJIaTOPHOTO M CTAllMOHAPHOIO 3B€HA C TOMOLIBIO Pa3pabOTaHHOTO HAMH ONPOCHHUKA.

Hamu Obutn ompomiensl 32 Bpada 5 METCKMX MOJIUKIMHUK T. Boponexa u 13
Bpayeil CTallMOHAPOB AETCKUX OOJIBHUL, KOTOPbIE padOTAIOT C AIETbMH C NAJJTUATUBHBIM
cratycoM. KonnuecTBo niereit, HyKJalouuXcsl B OKa3aHUU MAJUTMATUBHON MEIUIIMHCKOM
MIOMOIIM Ha ydacTke, coctaisier 4,0 [2,0; 6,0] yenorek. M3 HUX peryaspHO MPUXOIAT Ha
PHEM/TIPOM3BOJIUTCSA OCMOTp mexuatpoMm Ha gomy 3,0 [2,0; 5,0] nereit. B crammonape
Bpaun B wMmecsn HaOmogaror 2,0 [1,0; 4,0] mereii, HYKOArOIIMXCA B OKa3aHHH
MaJUTMAaTUBHON MEIUIIMHCKON ITOMOIIIH.

IIpu omnpoce BwIsicHUIIOCH, yTO 18,7% Bpaueli-nenuarpoB ydacTkoBbIX U 7,7%
Bpayeil cTalioHapa HE CMOTJIM OTBETUTh Ha BOIPOC, UYTO TAaKOE HYTPUTUBHBIN
(Tpodonornueckuii craryc). bonbiie nonoBuHbl (56,2%) y4acTKOBBIX NMEAUATPOB HE
OIICHUBAIOT HYTPUTUBHBIN cTaTyc AeTsM, 12,7% - nepuoandecku, u 6,3% - peryisipHo.
Bpauu, okaspIBaroIpe MEAUIIMHCKYIO IIOMOIIb B CTAIIMOHAPHBIX YCIOBHSIX, OIECHUBAIOT
Tpodosoruueckuii craryc aetsm B 53,8% ciydaeB. AHTPOIIOMETPUYECKUE TTapaMeETPhI
SBJITFOTCSI HAanOoJIee JOCTYIMHBIM U 3(P(HEKTUBHBIM METOJIOM OILIEHKH TPO(HOIOTHIECKOTO
cTaryca y JeTeHd, HyXIAroUMXcsl B OKa3aHUU MATHATUBHONW MEIMIIMHCKON ITOMOIIIH.
BonapmmHCTBO Bpadeil-menuaTpoB y4acTKOBBIX MPOBOISIT M3MEPEHHE POCTa U MacChl
TeJa IeTSM ¢ aJNIMaTUBHOM naTosiorueit 1 pas3 B monroza (65,6%), 1 pa3 B rox — 25,0%,

1 pa3 B 3 mecsna — 9,4% (pucyHok 24).



104

B | pa3 B 3 Mecs1a

¥ 1 pa3 B 6 mecsi1ieB

1 pa3 Broa

Pucynok 24 — YactoTra aHTpONOMETpUHU JETEH € MaJUIMATHBHBIM CTaTyCOM BpayamMu

aMOyJIaTOPHOTO 3 BEHa

VY nereil ¢ HEBPOJIOTHMYECKUMHU 3a00JI€BaHUSIMH, KOTOPBIE Yallle BCTPEUAIOTCS Y
neredt, Hyxpgatommxcss B okazanud [IMII, skcneptsi ESPHGAN pekomeHyroT
MPOBOJUTH AHTPONOMETPUIO B aMOyJIaTOpHbIX ycioBusax 1 pa3 B 6 mecsues. [lpu
TFOCIUTAIM3ALMH [TALIMEHTA POCT U Macca TeJla U3MEPSAIOTCS MPU NOCTYIUIEHUHU U Aaliee
Macca Tena | pa3 B Helelno, M3MEpPEHUs TOJUIMHBI KOKHBIX CKIIA0K — IPH MOCTYIIJIEHUU
U janee 2 pasza B mecsil [156].

B cranmoHape onpolIeHHbIE HAaMU BpauX U3MEPSIIOT Maccy Tejia B 1 pa3 B HEAEIIO
B 38,5% cnydaeB, TOJIBKO MpHU NOCTyIUIeHUH B oTAeneHue - 30,8%, u no 15,4% - onun
WIM JIBa pa3a B MECSL COOTBETCTBEHHO. He M3MEpSIOT TONIMMHY KOXKHBIX CKIaJ0K HaJ
TPULETICOM U ToA JionaTkou 53,8% pecnoHIeHTOB cTanoHapa, a 46,2% - TonbKO Ipu
NOCTYIJIEHUU peOeHKa, MPU 3TOM KaJIUIOMETpP Ha pabo4yeM MECTe €CTh Y IOJIOBUHBI
Bpaueit (53,8%). U3MepsroT TOMIUMHY TOIKOKHO-)KHUPOBOHM KJIETYATKU MO/ JIOTIATKON U
HaJl TPULEIICOM Yy MAlMEHTOB C MAJUIMATUBHBIM CTATyCOM IpU KaKIoM BU3HUTE 28,1%
Bpauel-neAMaTpoB y4acTKOBbIX, HHOTHAA — 31,3%, mpu 3TOM KajaumoMeTp Ha padbouem
MecTe eCTh TOJbKO Y 12,5% nenuatpos. PeryiasipHo H3MepstoT OKpYKHOCTH 1Jieya, oeipa
15,6% Bpauelt, He Ha kKaxxaoM npueme — 21,9%, He MPOBOAAT JaHHYIO MaHUIYJIALIUIO —

62,5%.
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[Ipu ounenke anTponomerpuueckux mnapamerpoB y gered c IIC 37,5% Bpaueit
aMOynatopHoro 3BeHa U 38,5% CTalMOHAPHOTO - HE HCIBITHIBAIOT TPYIHOCTEH.
[IpyunHbI, HA OCHOBAHHUU KOTOPBIX Bpayu CTAIMOHAPHOTO U amMOyJaTOPHOTO 3BEHA
MIPOBOJISAT AaHTPOIIOMETPUIO HE BCEM JICTSIM, HYKIAIOIIMMCS B OKa3aHWW MAJLTHATUBHON

MEJUIIMHCKON MTOMOIIU, OTPAYXKEHBI HA PUCYHKE 25.

50,0%

45,0%

35,0%
. 0,0%

30,0%
25,0%
AmbynaTopHoe 3BeHO CrauvoHapHoe 3BeHO

20,0%
15,0%
10,0%
5,0%
0,0%

B TeXHWUYECKME CNOXKHOCTH

B Mama 3HaeT napameTpbl pebeHKa, UCMob3yio ee AaHHble
HexBaTKa BpemeHu
HEeXXeslaHue JOoCTaBAATb AUCKOMOOPT pebeHKy

H He UCNbITbIBAO TPYAHOCTEN

Pucynoxk 25 — IlpuumHBl, Ha OCHOBAaHMHM KOTOPBIX BpauMd CTALMOHAPHOIO U
aMOyJIaTOPHOTO 3B€HA IMPOBOJAT AHTPONOMETPUIO HE BCEM JETSAM, HYXIAIOIIMMCS B

OKa3aHUU NaJIMaTUBHOM MG,Z[I/II_II/IHCKOﬁ ITOMOIIH.

[Mpu oneHke (HU3HYECKOTO pa3BUTHS OOJBIIMHCTBO YYACTKOBBIX TIEIUATPOB
(62,5%) mnonB3yrOTCS NEPLUEHTWIbHBIMU TaOMuIlaMHu, MpU 3TOoM U3 Hux 15,6%
UCIIOJIb3YIOT CICHUANBHBIC MEPUEHTUIBHBIC TAaONUIBI, pa3paboTaHHbIC Ui JETeH C
JUII. OueHuBarOT U MHTEPIPETUPYIOT TOJBKO MHIAEKC Macchl Ttena 21,8% mokTopos,
noJip3yroTes cranaapramu BO3 (kommbrotepHble mporpamMmbr Anthro u AnthroPlus,
MoOWIBHOE Tipuiiokenue i tenedona AnthroCalc) — 9,4%, ncnonbs3yroT AJist OICHKH
unnekc Kerme — 6,3%. Ilpu ananu3e OIEHKH (U3UYECKOTO pPAa3BUTHS Yy JETEH,
HYXKJAIOIIUXCSA B OKa3aHUM MNAUIMATHBHOM MEJMIIMHCKON IOMOINM, Bpadyamu

CTAIMOHAPHOT0 3B€HA OTBETHI PA3ACIUIUCH CIEAyIOIIMM 00pa3om: 12,5% ucnonb3yroT
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MEPICHTIIbHBIC TAOIUIIBI I 3I0POBBIX neTed, o 6,3% - MOOMIBHOE MPHUIIOKEHUE
AnthroCalc, kommberorepasie nmporpammel BO3 Anthro u AnthroPlus, omenuBarot «Ha
r7a3», TaKk KaK UMEIOT JOCTATOYHBIA ONBIT, U HE OIICHUBAIOT (PU3NYECKOE Pa3BUTHE
coBceM. [IpoBoast onenky Tosbko UMT 6,3% Bpaueil 1eTCKUX CTalnOHapOB.

Okcneptel ESPHGAN pekoMeHayeT TpOBOAWTH OMpeielieHHue J1abopaTOpHBIX
noKa3aTenel I OLEHKH HYTPUTHBHOTO CTaTyca y JeTell ¢ HEBPOJIOTHYCCKHUMHU
3a0onieBaHusIMU HE pexe 1 paza B 6 mecsaues [156]. [IBe Tpetu Bpaueit aMOyIaTOpHOTO
3BeHa (62,5%) oneHuBalOT OOMMI MU OMOXMMHMUYECKHI aHaJIU3 KPOBH Y MAIMEHTOB,

HYXJAOIIMXCA B OKa3aHUM NaJUIMaTUBHOW MEAUIMHCKOW momoIiu, | pa3 B 6 mecdies

(pucyHOK 26).

¥ ] pa3 B 6 mecs1IeB
¥ 1 pa3Broa
0 HEOOXOTUMOCTH

HC IIPOBOJAUTCA

Pucynox 26 — YacroTa mabopaTOpHON TUAarHOCTHKHU JETEH C MAITTHATUBHBIM CTaTyCOM

BpayamMu amMOyJIaTOPHOTO 3BeHa

Oxcneptel ESPHGAN pekoMeHIyroT HcclieoBaTh B CTallMOHape JabopaTopHbIe
MapKephl MUIIEBOr0 CTaTyca B 3aBUCUMOCTH OT XapaKTepa COMYyTCTBYIOLIEH MaTOIOTUU
¥ TIPUMEHSCMON Teparuu — MpU MOCTYIUICHUH, Jajiee o noka3anusMm [156]. Bee Bpaun
CTallMOHAPHOTO 3BEHa MPOBOJAT J1a0OPaTOPHYIO NTUArHOCTHKY HYTPUTHBHOIO CTaryca
(0OmMit 1 OMOXMMHUYECKUH aHAIM3bl KPOBH) MTPH MOCTYIUICHUH peOeHKa B OT/ICIICHHUE.

OneHky KOJMYECTBEHHOTO COCTaBa Tejla C IOMOIIbI0 OHOMMIIeIaHCMETpa
npoBoasaT 12,0% Bpauel-nenuaTpoB y4acTKOBBIX, IIpU 3ToM 62,5% omnpaiirBaeMbIX
paboTaroT B MONMKIMHUKAX, TJI€ UMEETCs HEHTP 3740poBbs s aeteil. Cornacuo [Ipukazy
MunuctepctBa 3apaBooxpanenuss PO ot 7 mapra 2018 r. N 921 "O06 yTBepKaeHUH

ITonmoxxenust 00 opraHu3aliii OKa3aHU:A HCpBH‘IHOﬁ MCI[I/IKO-CaHI/ITapHOI\/'I IIomMomu
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neTsM" OMOMMITEJAaHCMETP I aHaiM3a BHYTPEHHUX CpEJ OpraHW3Ma BXOIUT B
CTaHJApPT OCHAIICHUsl LIEHTpa 370pOBbs Mg nereid. [Ipu OTCyTCTBUM BO3MOXKHOCTHU
MPOBEICHUs] OMOMMITETAHCMETPUU IS OLIEHKM KaueCTBEHHOI'O COCTaBa TeJla BO3MOYKHO
UCIIONIb30BaTh (OPMYJIBI JUIsl pacueTa mokazaTelied o0bemMa MBI Tuieya (OTpa)xaroT
3armac MbIIIEYHOM Macchl B OpraHu3Me), a Takxke ypaBHeHus Slaughter mis pacuera
XKUpOBOWM Macchl Tena. [lepedyncieHHbIMU (QoOpMylIaMH HE TMOJb3YEeTCs HU OJUH
onpammBaeMbiii: 34,4% BBUIYy HEXBAaTKM BpEeMEHHM Ha mnpueme, a 65,6% Bpauell He
CJIBIIIANIN TPO ITH cocoObI pacyeTa. Cpeau Bpadeil CTallMOHAPHOTO 3BE€HA HU OJIUH HE
NOJIB3YETCsl BblIIENEpeuncieHHbIMU Qopmynamu: 15,4% BBHUIy HEXBAaTKH BPEMEHH, a
84,6% - He 3HAIOT O HUX.

Ha Bompoc 00 oreHke (akTH4eCKOro NHUTaHHUs pedeHKa ¢ MaUIMaTHBHBIM
CTaTyCcOM OOJIBIIIMHCTBO PECHOHACHTOB U3 Bpadeil amOymnaropHoro 3BeHa (78,1%)
OTBETHJIUA, YTO HE MPOBOJAT OIIEHKY 3-X JHEBHOTO palMOHA MUTaHUs, U3 HUX 56,3%
Bpadeil BBUJY HEXBATKM BpPEeMEHHM Ha mpume, a 12,5% cuurTaroT, 4TO 3THUM JOJIKEH
3aHUMAaThCs JueTosor. IIpoBomaTr oleHKYy (PaKTUYECKOro MUTAaHHUS HE BCEM JIETAM,
HY)KJAIOIMUMCSIT B OKa3aHWM TAJUTMATUBHOM  MemunuHCKoW momomu  18,8%
ONpalIMBaEMbIX Bpauel-neauaTpoB y4aCTKOBBIX, U 3,1% - BceM JeTSIM C najyiMaTUBHBIM
ctatycoM. He Ha3HAu4aOT JOMOJHUTENBHYIO HSHTEPAIBHYIO TOMJEPXKY JIeYCOHBIMU
cMmecsiMu 78,1% Bpadel, Tak Kak 3THUM JOJDKEH 3aHMMarbcs auertosior, a 21,9% -
HA3HAYAKT CAMOCTOSTENIbHO. M3 Tex Bpauen-neanaTpoB, KTO Ha3HayaeT cmecu, 12,5%
pPacCCUHMTHIBAIOT 00bEM HYTPUTHUBHOW TOJJEPKKH «HA a3y, 6,3% - u3 pacuera 10,0-
20,0% ot cyrouHoro oowsema nurtanus, U 3,1% - ¢ ucnonas3oBanueMm Mmetona Kpuka.
Cpenu Bpauel CTAllMOHAPHOIO 3BEHA OONBIIMHCTBO (69,2%) He MpOBOAAT aHAIU3 3-
JTHEBHOT'O pallMOHA MUTaHUS JETIM, U3 HUX 53,5% ompammBaeMbIX CUATAIOT, YTO 3TUM
JIOJDKEH 3aHUMaTbCsi Bpad-aueTosior. Ha3zHauyaloT JOMONHUTENbHYIO SHTEpAJIbHYIO
MOJJICPKKY JieueOHbIMU cMecsiMu 69,2% Bpadeil cTalinoHapoB, IPU ATOM pacueT o0bema
IPOU3BOAUTCS cienyromum obpazom: 7,7% - meronom Kpuka, ¥ Mo cOOTBETCTBEHHO
30,8% - «Ha r7a3» u opueHTUPOBOUYHBIM MeToJoM (00beMm 10,0-20,0% ot cyTouHoro

parroHa NUTaHus peOeHKa).
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IIpu onieHKE BO3MOXKHBIX CIOKHOCTEH Ui pacyeTa U KOPPEKLIUH MUTaHUS JETAM
C MaJUIMAaTUBHBIM CTAaTycOM OOJBIIMHCTBO Bpayeil amOynatopunoro (53,1%) wu
cranroHapHoro (69,2%) ucneIThIBAlOT HEXBAaTKy BpeMeHU. He XxBaraer oOyuwaronimx
MaTepuaioB o 3toi teme 43,8% u 46,1% Bpauam aMOyJIaTOPHOTO U CTAIMOHAPHOTO
3B€Ha COOTBETCTBEHHO. Cpe Bpadeil-nequaTpoB y4acTKoBbIX 12,5% He BUAAT cMbIcia
YUUTBCS pacyeTy MUTaHUs, TaK KaK PEIKO CTAIKUBAIOTCA C AETbMHM, HYKIAIOIUMUCS B
okazannu [IMII. He wucCHbeITBIBalOT TPyIHOCTEW IIPpM HA3HAYEHUM DHTEPAIBHOU

HOJICP)KKH B 0OIIICH CII0KHOCTH 24,7% pecroHICHTOB (PUCYHOK 27).
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B He xBaTaTaeT BpemeHu M He xBaTaeTt 06y‘43}0LL|,l4X maTepuanos

Mano nauuentos c lNC, He BUXKY CMbICNa y4NUTbCA He ucnbiTbiBato cnosKHOCTEMN

Pucynok 27 — CnokHOCTH, BOSHHKAIOIIUE MPH pacueTe MUTAHUS MAIUEHTaM C

MaJUIMATUBHBIM CTATyCOM Y Bpadei aMOyIaTOpHOTO M CTallMOHAPHOTO 3BEHA

B 3akimroueHun, Ha BOIpoc, eciau Obl OblIa KOMIBIOTEpHAs Mporpamma, KoTopas
nomoraja Obl KOMIUIEKCHO OIIEHUTh Tpodonorudeckuii craryc aetsMm ¢ [1C u mpousBectu
pacdeT HyTpUTHBHOU moiepkku, 93,8% Bpaueit amOynaTopHoro 3BeHa u 100% Bpaueit
CTallMOHAPHOI'0 3B€HA OTBETHJIM, YTO MUCIIOJIb30BaIM ObI €€ B CBOEH padoTe.

Ha ocHoBanum aHanmm3a MOJYyYEHHBIX JTaHHBIX OblJIa COCTABJIICHA KOMIBIOTEPHAS
porpaMma JJisi ONITUMHU3AIMN OIICHKH TPO(OJIOTHIECKOTO CTaTyCa, a TAKXKE MOTyICHHUs
pPEKOMEHJAIMK TI0 €ro KOPPEKIMH. AKTYaJbHOCTh CO3JIaHHUS KOMITBIOTEPHOU
IPOrpaMMBbI ObLIa 00YCTIOBJICHA TPYAHOCTSIMU TUATHOCTHKU TPO(HOIOTHIECKOTO CTaTyca
y MaJUTMaTUBHBIX MAIlMEHTOB JJIA Bpada-meauarpa Ha aMOyJaTOPHOM U CTAIllHOHAPHOM

oTaIIC.
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6.2 Komnbrorepaasi nporpamma «OneHka U KOppeKIus
TPO(}0JIOrHYeCKOro cTaTyca AeTei, HyKAaloIHuXCcsl B OKa3aHHuU

NAJJIMATHBHON MeIMIIMHCKOM IMTOMOIIH

KowmriekcHast oreHka TpodOJIOTHYECKOT0 CcTaTryca AETEeH, HYKIAIOIMUXCA B
NaJUTMaTUBHOM MEIMMHCKON TTOMOIIH, HE00X0IMMa HE TOJIBKO JIJIsl paHHEH TMarHOCTUKH
€ro HapyIlIeHUuM, HO U JIJI1 BBIOOpA COOTBETCTBYIONIEH TaKTUKU HYTPUTUBHOMN Teparuu
MAIMEHTOB U JUHAMUYECKOTO KOHTPOJA 3a €€ 3(PPEeKTUBHOCTHIO, YTO M OOYCIOBHIIO
CO3/IJaHHE TIPOrpaMMHOTO MpoaykTa «OIleHKa U KOPPEeKIHs TPOoPOIOrHIecKoro craryca
JIETEeN, HYKJAIOIINXCS B OKa3aHUH NAJUTMATUBHOW MEAUIIMHCKOW OMOIIIN.

IIponiecc oneHku TpodOIOTUUYECKOTO cTaTyca y TalMeHTa pasfeieH Ha 3
OCHOBHBIX OJIOKa M BKJIOYAcT B ceOs: OIIGHKY aHTPOIIOMETPHUYECKHX I1apaMeTpOB,

COCTaBa TeJa U MHTEPIIPETAIUIO JIAOOPATOPHBIX METOJIOB 00cenoBaHus (PUCYHOK 28).

BBD,D. NacnopTHbIX

OaHHbIX
L
Pacuetr UMT, oueHKa BBOA, OCHOBHBIX aHTPONOMETPUYECKUX 3aKnwyeHue no
$U13MUECKoro pasBUTUA, OLIEHKa napameTpoB AHTPONOMETPUYECKUM
UPOBOW M MbILLIEYHORM Macchl H PocT, macca Tena, SDS UMT, TKCT, TKC/1,06, O H napametpam, ¢pusmyeckomy
Tena ; pPasBUTHIO, COCTOAHMWHIO MUPOBOW
W MbILLEYHOM Macchl Tena,
Pacuet LI, oueHKa ypoBHA | Bson N1a60paTopHbIX AaHHbIX | 33K/IIYEHUE NO HANUYUID
remornobmHa B 3aBMCMMOCTH OT | SpuTpouuTsl, remornobut, depputuH, CPB H aHeMuU, naTeHTHoro fdeduumta
BO3pacTa, oUueHKa peppuUTHHa B ‘ Kenesa
33BMCMOCTM OT YPOBHA CPB Beoz, GpakTUUECKOW KalIOPUMHOCTU paLMoHa,
- - BbI6Op KOHBEPCHMOHHBIX Ko3ddULHMEHTOR MoAYMEHME KOMANEKCHOTO
Pacuer 300, AomKHOM CyTouHoN H Kkan/cyr, @A, OT, ®P 3aK/I0YEHNA O COCTOAHUM
KaNIOPMMHOCTK PaLMOHa
meToaom Kpuka TpodoNorMYecKoro cratyca

nauvuveHTa

PacyeT AoMoAHUTENBHOTO
Konun4yecTea neyebHol cmecu B

W30KaNoPUHHOM U
TMMNEPKANOPUHOM Pa3BEAEHUH,
KonuyecTea BeKa B CYTKU

Pucynox 28 — biok-cxema anropuTma OIIGHKM W KOPPEKIUU TPoduuecKoit
HEJIOCTATOYHOCTH y JAETEH, HYKIAKIIUXCSI B OKa3aHUU MAJUIMATUBHOM MEIUIMHCKOMU

IIOMOIIA
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Pa6ora c [10 HaunHaeTcs ¢ BBOJa MaCOPTHBIX JaHHBIX MAI[UeHTa: (haMUIHS, UMS,
OTYECTBO, JIaTa poKJaeHus, Moj. Bo3pacT paccuuThiBaeTCsl mporpaMmMoi Ha OCHOBaHHUU

JIaThl POXKICHUS U IaThl ocMOTpa (pUCyHOK 29).

MNacnopTHaga YacTb

Aata ocmoTpa ©HO NaumenTa AaTa poxaeHHa

23.03.2024 ‘

WBaHoB WBaH WBaHOBWY ‘ ‘ 12.05.2020

Bo3pacT(r)

¢ ‘

Pucynox 29 — IIpumep BBOJIa MAaCMIOPTHBIX IaHHBIX NanuenTta B [10

[Ipu BBOjE 3HauUEHMI MoOKa3zaTese pocra, Macchl Tena u Z-score MMT/Bo3pacrt,
nmporpaMmMHoe obecrieueHue paccuuthiBaeT nokasarenb UMT u maer uHTEepnperanuio
busnueckomy pazButuio coriacHo ctanmaptamMm BO3 (pucynok 30). Bron 3nauenuit
TKCJI, TKCT, OB, OII ob6ecnieunBan pacuer PIIOMII u xupoBoit Maccel Tena B %

(Slaughter M.H. u coaBBTOpBI, 1988) B Opranusme mno Gpopmyiam.

%eHKa TpOCbOIIOFMHECHOFO craTtyca nalueHTa

PocT (cM) Bec (kr) WMT

95 1,9 13,2

BenKkoBo-3HepreTMYECKas HeAOCTATONHOCTS Il CTeneHn

SDS UMT

-2,57

Tonwmna MKK Tpruenca (Mm) Tonwmna MXK noa nonatxkon (Mm) OxpyxHocTs ¢/3 6eapa (cu)

6,5

OKpy%HOCTS €/3 nneua (cm)

13

Pucynoxk 30 — MuTepnperanus Gpu3N4ecKoro pa3BUTHs U pacieT KOMIOHEHTHOIO

cocTtaBa Teiaa ¢ nomomnisto 110.

Janee moJsib30BaTENO Mpeuiaraercs npousBectu oueHky nokasarened TKCT u
PIIOMII mno mnepueHTWIbHBIM TaOJMIIaM COTJIaCHO TIOJIy W BO3PAcTy COIVIACHO
crangaptam BO3 [http://www.who.int/growthref/tools/en/] (mpunosxkenue 4), u BEIOpaTh
HEHTHJIb COOTBETCTBYIOLIMI TMOKa3zaTeiasiM peOeHka. Ha ocHOBaHWMM 3TUX JaHHBIX

TPOM3BOJIUTCSI OIICHKA YXUPOBOW M MBIIICYHON Macchl Tena (pucyHok 31).
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3-3,9 (] 8 9 11 12 14 15
4-49 7 8 8 10 12 14 16
5-5,9 6 i 8 10 12 15 18
6-6,9 6 6 8 10 12 14 16
7-1,9 6 7 9 11 13 16 18
8-8,9 6 8 9 12 15 18 24
9-9,9 8 8 10 13 16 20 22
10-10,9 7 8 10 12 17 23 27
11-11,9 7 8 10 13 18 24 28
12-12,9 8 9 11 14 18 23 27
13-13,9 8 8 12 15 21 26 30
14-14,9 9 10 13 16 21 26 28
15-15,9 8 10 12 17 21 25 32
16-16,9 10 12 15 18 22 26 31
17-17,9 10 12 13 19 24 30 37
18-18,9 10 12 15 18 22 26 30

NMepuexTans MKK Tpuuenca

PucyHOK 3T— OneHka coctasa Teia nanueHTa ¢ nomomsto [10

[Ipu BBO/IE OCHOBHBIX JaOOPATOPHBIX MOKa3aTened TpopOoJIOTHYECKOro cTaryca:
SPUTPOLUTHL, TemorinobuH, ¢eppurud, CPb, paccuutsiBanics LIl BblgaBamocs
3aKJIIOUYEHHE O HAJIMYMHU aHEMHH 110 YPOBHIO reMOrjo0rHa B 3aBUCUMOCTH OT BO3pacTa,
ee Xxapakrepa (HOPMOXpPOMHasi, THUIIEPXPOMHAs, TMIIOXPOMHAs), a TaKXe€ O HaJUYHH
JATEHTHOTrO JAe(UIIUTA JKeJie3a COIVIAaCHO YPOBHIO (heppuTuHa (mpu ypoBHE Hinke 30
Mkr/n). Eciu ypoBens CPb Obut BbIlie pedepeHCHBIX 3HaUeHuH (BbImie 5 mr/i), To 110
Npeaynpexaano o ToM, 4YTo (eppUTHH KaK MapKep 3amaca *eje3a B JaHHON CUTyaluu

OILICHUBATh HENB3s (PUCYHOK 32).

rﬂ'aHHbIE NabopaTopHbIX nmccnenoBaHmm

3pwTpoumTtsl (1012/n) Femornobun (r/n) LigeToBO Nokasarens

4,01 ‘

SeppuTUH (MKr/n) CPB (mr/n)

WnTepnpetaumus \
rVInOXpﬂMHﬂﬂ aHeMua Henb3a aneKkBaTHO OLeHWUTL YpoBeHb djeppuTuHa, TaK KaK eCTb BOCNANWUTENbHbIR npouecc

Pucynok 32 — Ouenka 1abopaTOpHBIX MMOKa3areiael Tpo(hoIOTHIeCcKoro craTyca ¢

nomoiikio [10
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Jlnis KoppeKuuu TpopuuecKkoi HeJoCTaTOuHOCTH Tipou3BoAuics pacder D00 mo
dopmyne BO3 B 3aBUCHMMOCTHM OT IOKa3aTele Macchl Tenma W Bospacrta. [lamee
MOJI30BATENIO TMPEaraioch BbIOpPaTh KOHBEPCHOHHBIE KOIPGUIMEHTHI: (aKTop
aKTUBHOCTU (JI€Kaunid, WHBAIUTHOE KPECIO, MOJBAI0NNN, aMOyJIaTOpHBINA OOJIbHOM),
daktop pocra B 3aBucuMOcTH OT cTeneHM BOH, paccuurannoil panee, u Qaxrop
MBIIIIEYHOTO TOHYycCa (CHI)KEH, B HOpMe, TMoBbieH). CyTo4Has KaJOpUHHOCTb
panroHapaccuuThiBamach  MeronoM — Kpuka.  Takke  Nmpou3BOAMICS — pacuer

JTOJKEHCTBYIOIICTO TOTpeOIcHHs OeKka B CyTKU (pUCYHOK 33).

Pacyet nutaHus

GaKTOP MMIWEYHOrD TOHYCa

®axTop pocra

920 - 1161 24

241 161

3akawyeHue

Pucynok 33 — Pacuer D00 u cyTo4HO# KalOpUIHOCTH panroHa metoaoM Kpuka

¢ riomo1so [10

Hanee, npu BBoAE (HaKTUUECKON KATIOPUMHOCTH parmoHa (KOTopasi JOJKHA OBITh
paccurMTaHa Ha OCHOBE aHaju3a 3-X THEBHOTO palliOHA TUTaHUS BpauyOM WJIA 3aKOHHBIMU
MPEACTABUTEIISIMUA  TAIIMEHTa) PACCUUTHIBAIOCH HEOOXOAMMOE  JOMOJHUTEIIBHOE
KOJIMYECTBO JICYEOHOM HHTEPATIbHONM CMECH B H30KAIOPUIMHOM M TUNEPKAJOPUHHOM
pa3BeICHUM KaK pa3HUIla MEXIy JOJDKEHCTBYIOHMIEM M (PaKTHUECKUM MOTpeOSieHrneM

KKaJI/CyT (pUCyHOK 34).
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PacyeT nutaHusa

3IHepris OCHOBHOTD OBMeHa
$aKTOP MuIILEYHOrD TOHYCA

765.13 Yum— wopua) @1
BaKTOP AKTHEHOCTH daxTop pocta
O nEXBUMF 1,2 (mmeannanoe kpecn 25 (nonsalowmi 1,3 (ambynaTopnsii 6onemoi 1(83H 1 cr) @1

daxTWueckoe NOTPeGNEHME KKaN/CYT NALMEHTOM HeoBXOAMMaR CYTONHaA KANOPMAHOCTE PaLMON (KKan /cyT HeoBxoaWmoe KONWYECTEO Genka B CyTkM(r/cyT

1161 24

Pucynok 34 — PacyeT He06X0IMMOTO KOJIMYECTBA TOTIOTHUTEILHON SHTEPATBHOM

nojAAep>Kku ¢ momotipio [10

B konue pa6otel ¢ [1O mosBisiaoch KOMIUIEKCHOE 3aKIIOYEHHE O COCTOSHUU
TpoOJIOTUYECKOr0 CTaTyca MalKMeHTa Ha OCHOBAHMM paHee MOJYUYEHHBIX JaHHBIX

(pucyHok 35).

3aKa4YeHue

MonyuyuTeb 2aknioyeHune

BenkoBo-3HepreTMieckas HeJoCTaToMHOCTD |l CTenenm JeduumT MbileYHOR MAccel Tena, [ledMunT AMPOBOA MACcCh Tena MMNoXPoMHas aHemua Henb3d afeKsaTHO OLEHWTL YPOBEHb GEPPUTHHA, TaK Kak ecTs BOCNANMUTENbHBIR
npouecc

Pucynok 35 — KomiuiekcHOE 3aKIIOUeHHUE O COCTOSHUM TPO(OIOTHUECKOTO

c¢raryca rnmanucHTa

Kowmmnbrotepnas nporpamma «OIlieHKa U KOPPEKIHs TPOQPOJIOTHUYECKOro CTaTyca
JeTel, HYXIAIONUMXCS B OKAa3aHUM MAJUTMATUBHONW MEIUIIMHCKON IMOMOIIW» ObLia
arpoOupoBaHa BpauyaMu OTAeeHUs nayumatuBHoM oMoty (N=6) bY3 BO OJIKB Ne2
(3aB. otmenenneM llonmoBa M.B.). Ilpu ananuze BBIABIEHO, YTO MEJIHMAHA 3aTPaThl
BPEMEHH Ha OJIHOTO narueHTa cocrapisiet 2,5 [2,0; 4,3] munyTsl. [1o 10-6anpHOM mikaie
Bpauu oneHun ynoodctso 10 ua 9,0 [8,0; 9,3] 6amnos, mpocToTy ncmobs3oBanus Ha 10,0
[9,0; 10,0] 6amnos, a¢pdextusHocts - 10,0 [9,0; 10,0] 6amioB, Moab3y OT MPUMEHEHHS
na 10,0 [9,8; 10,0] 6ayoB.

Takum oOpazom, pazpaboTaHHBIN TPOTPAMMHBIA TPOAYKT «OTieHKa U KOPPEKIIUS

TpO(bOJ'IOFI/I‘{eCKOFO CTarycCa I[CTGﬁ, HYXIAaromuUXCca B OKA3aHHUH NaJJIMaTUBHOM
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MEAMIIMHCKON TMOMOIIW» MpeaHa3HayeH A 3PPEKTUBHOTO BBISIBICHHS TPO(GUUIECKON
HEJOCTATOYHOCTH M OMNEPAaTUBHOTO pacuera HEOOXOJAMMOTO KOJIMYEeCTBa SHTEPaIbHOU

CMCCH, ITIO3BOJIAOIINX HOPMAJIN30BATb TpO(i)OJ'IOI‘I/I‘{eCKI/Iﬁ CTAaTyC IMaOUCHTOB.
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3AK/IIOYEHUE

CornacHo €XerogHomMy otdery MexayHapoJIHOW CEeTH MaTMaTUBHOW MOMOIIU
netsMm (ICPCN) B 2023 roay 6osee 21 MUUIMOHY AeTeH BO BceM MHUpPE TpeOoBasiach
NaJUIMATUBHAS MEIULIMHCKAs IOMOIIb, IIPU 3TOM OKOJIO 8 MAJUTMOHOB JIETEN HYKIAINUCH
B CIIEIMATM3MPOBaHHOM nayinatuBHOU omou. K coxanenuto, okosno 95,0% neteit Bo
BCEM MHpPE MMEIOT OrpaHUYeHHBIA HocTyn K Takod momoinu [104]. HeoOxomumocTthb
okazanust [IMII netsim sBisieTcsl akTyajdbHOM MPOOJEMON COBPEMEHHOM MEIuaTpHH.
KonuuecTBo nerei, Hy)KIar0IMUXCs B OKa3aHUHU NAJUIMaTUBHOW MEIUIIMHCKON TOMOIIH,
YBEJIUYMWJIOCh B OCHOBHOM 3a CUET YBEJIMYEHHs MPOJOJLKUTEIBHOCTH KU3HH, Oojiee
mUpokux Kpurepues otoopa [10]. IIlpoBenenne namiMaTuBHOM MEIUIMHCKOW MOMOILN
pebeHKy TpedyeT MHIMBUYaJIbHOTO MYJIbTUANCIMILNIMHAPHOTO M0/1X0/1a, OCHOBAaHHOTO
Ha 1EJISIX MOBBIIICHHUS KauyeCcTBa »KW3HM IAIlMeHTa U €ro cembu [66]. [lomumo gereit ¢
HEU3JICUNMMbIMH OHKOJIOTMUYECKUMH 3a00JIEBAHUSMM, B JUIMTEIBHOW MEIUIIMHCKOW U
COLIMAJIbHOM MOIJEPKKE HYKIAIOTCS MMALUEHTHI C TECHETUYECKU 1€TEPMUHUPOBAHHBIMU
3a00JIeBaHUSIMHU, C 3KCTPEMAIbHO HU3KOM MAacCOM Tesa MpH POKICHUH, BPOKIECHHBIMU
NOPOKAMM Pa3BHUTHs, & TAKKE C MOCIEICTBUAMM TSKEIBIX TPAaBM, NPHUBOIAIINX K
uHBaMMau3auuy. [lannuaTuBHas MEIMUMHCKAas MOMOILb BKJIIOYAET B CEOsl HE TOJIBKO
00e300/MBaHNe U CENALMI0, HO U Pa3IMYHbIEe BHUJbI PECIIUPATOPHON MOAJEPKKU MpPU
paccTtpoiicTBax (YHKUMM BHEUIHETO JbIXaHUSA, MEPONPHUATHS MO0 NpOoPUIAKTHKE
WH(EKIIMOHHOW TaTOJIOTUH, a3 IMYHbIC BUJIbI HyTPUTHBHOM moanepxku [14].

PanmonanbHplif MOAX0J K MHUTAHUIO CHOCOOEH YIYYIIWTh KaueCTBO >KU3HU HE
TOJIbKO pe0eHKa, HO M YJIECHOB €ro CeMbU. B HEKOTOPBIX KIMHUYECKUX CHUTYaLMSIX
COCTOSIHUE TPO(OIOTHYECKOTO CTaTyca MalueHTa, a TAKXKe XapakTep MUTaHus peOeHKa
HEIOCPEACTBEHHO BIIMSET HE TOJIBKO HA IPOJOJDKUTEIBHOCTH €ro >KU3HHM, HO U Ha
KOJIMYECTBO M TSKECTh OCJIOXKHEHUH, OOIIYyI0 CTOMMOCTH JieueHus. OOIen3BeCTHBIN
(dakT, 4TO HYTPUTUBHAS MOJAEpXKKA SBISETCS OAHOMW M3 BaXKHEMIIMX 3a/ady Bpadya-
neaMaTpa Ipy OKa3aHWU MaJUTMATUBHOW MEIUIIMHCKON oMoy aeTsm [11].

Ha rocymapcTBeHHOM ypOBHE HYTPUTHBHAs TNOAJEpPKKA IMpPU OKa3aHUU
NaJUIMATUBHOW MEIUIIMHCKOM oMoy orpaxeHna B Ilnane meponpustuii «lloBsimenne

KadyecTBa M JOCTYIHOCTH NaUIMATUBHOM MeEAMIIMHCKOM momomm» a0 2024 rona,
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YTBEPKAECHHOM 3amectureneM npenceaarens [IpasurenscrBa Poccuiickon denepanuu
T. A. I'onukoBoit ot 28.07.2020 r. Ne6551n-1112. B HacTosiee BpeMs pacnopsiKeHUEM
[IpaButenncTBa Poccutickoit @eneparnuu ot 11 mexadbps 2023 r. N3551-p yrBepkaeH
nepeyeHb CIEeNUATU3UPOBAHHBIX MPOAYKTOB JICUEOHOTO MMUTAHUS JIJIs AE€TEH -UHBAIUIOB,
KOTOpbIM BKIO4aeT B cebs 111 BapuaHTOB NPOJYKTOB UIsl CHEIUATHM3UPOBAHHOTO
MATAHUS.

B Poccun nepen Bpauamu-nequarpamu, okassiBaromumu [IMII netsm, crout onna
U3 BOXHEHIINX 3aJlad — BHEJAPEHHUE COBPEMEHHBIX METOIOB KOPPEKIUU TPOPUUYECKON
HEJ0CTATOYHOCTH NPU OKa3aHWHU NAJTMATHBHOW MEIMIIMHCKOW TToMoIm aeTsm [11].

B 51011 cBSI3U 11€7bI0 TAHHOTO MCCIIEI0BAHUS SABJISUIACH TMATHOCTUKA U KOPPEKIIUS
TpoPUUECKON HETOCTATOUHOCTH Yy JIETEH, HYKIAIOMIMXCA B OKa3aHWM MAJNTUATUBHOMN
MEIUIMTHCKOMN ITOMOIIIH.

Jlyist penienus MoCTaBICHHBIX 3a7a4, Ha 0a3e OT/eICHUS MaJUTMAaTUBHOM MOMOIIN
npu bY3 BO «OIKBb Ne2y (r. Boponexx) BmnepBbie Oblia JaHa xapaktepucTthka 360
netssMm Boponexckoil ob0nactu, Hyxaatoummcs B okazanuu [IMII u co3nan peructp
NaJUIMaTUBHOM TATOJIOTHUH, KOTOPBIA MOMKET HCIHOJIb30BAThCS I IJIAHUPOBAHUS
OpraHU3alld MEPOIPUSATUM 10 OKA3aHUIO MAJUTMATUBHON MEIUIIMHCKON MTOMOIIH JACTIM
Boponexckoit o6mactu. Ha ocHOBaHMM TIOJNy4eHHBIX JaHHBIX BBISBIEHO, YTO
HauOOJIbIAs PACIIPOCTPAHEHHOCTD 3a00JIeBaHUM, TPEOYIONMINX OKa3aHMs MaUTHaTUBHOM
MenuuuHCKoM momomu, Ha 1000 ngerelt HaOmogaeTcs B OPTUILCKOM  paiioHE
Boponexckoit o6iactu u cocrabisgeT 2,7. HauMmensinuii 1moka3areiib HaOMtOgaeTCs B
[TanuHckoM paiione u coctapiser 0,2. CyuTaercs, YTO OHKOJOTHYECKUE 3a00JIeBaHUs
Yarie BCEro CTAHOBATCA NPUUYMHOM HYKIAEMOCTH B MNaJUIMATUBHOW MEAUIIMHCKOM
nomomu. CornacHo craructuke BO3, y B3poCiIbIX NAUMEHTOB, HYXIAIOLIMXCA B
OKa3aHWW TaUIMAaTUBHOW MEIUIIMHCKOW TOMOIIM, OOJIbIIasi MO MNPUXOAUTCS Ha
onkosiornueckue (34,0%) u cepaeuno-cocyaucteie 3adoneanus (38,5%) [29, 143]. Ho
B JICTCKOM MaJUTMATHBE CTPYKTypa 3a00JIeBaHU, TPEOYIOMNX OKa3aHUs MAJNTHATUBHON
MEJIUIIMHCKOW TOMOIIM, COBEPIICHHO Jpyras. Hamu ObLJIO BBIABIEHO, YTO B
HO30JIOTUYECKON CTPYKType€ KOHTHUHIEHTa JeTed, MOJY4YalluX MNaJUIMaTUBHYIO

MCIUIMHCKYIO IMOMOLIbL B BOpOHC)KCKOﬁ O6J'I3.CTI/I, HpCO6Ha,Z[aI-OT HCOHKOJIOTHYCCKHUC
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3a0071€BaHKs U COCTABIISIOT 96,1%, 4TO COMOCTABISAETCSA CO CTATUCTUYECKUMH JTAaHHBIMU
no Poccum [2]. HauGomee uwacto BCTpedaroTCss MPUOOPETEHHBIE HEBPOJIOTHUECKHE
3a00s1eBaHuUs — IETCKUH 1IepeOpaibHbIN MMapainy U BPOXKJICHHbIE aHOMAJIUU Pa3BUTHS, B
YaCTHOCTH AaHOMaJMHM pa3BUTHUA TOJIOBHOTO Mo3ra. HoBooOpaszoBanusi y J1ereid,
TpeOytomue okazanust [IMII, mo HammMM JaHHBIM 3aHUMAaOT Manyro 1o (3,9%). B
Boponexckoit 00acTH B 3aBUCHUMOCTH OT BEPOSITHOCTH JIETAJILHOTO HUCXOJa
npeo0IaaroT HEeoOpaTUMble, HO HE TPOTPECCUPYIOMINE COCTOSHUS C TSIKEIOU
WHBAJIMIHOCTBIO W  TOJABEPKEHHOCTHIO MAallMeHTa OCIOXKHEHHUSIM, YTO TpeOyeT
OpraHu3ald  MYJbTUAUCHUIUIMHAPHOTO TOAXOJa K MNaJUIMATUBHOM  Teparuu,
BHEIPEHUIO HOBBIX METO/IOB IMAaTHOCTUKHU U PEAOMIUTAIMOHHBIX MEPOTIPUSITUH.

Btopoit 3amadeit Obl10 0003HAYEHO MPOBEJACHUE OIEHKH TPO(OIOTHIECKOTO
craryca y jAered, Hyxpaarommxcss B okazanuu [IMII u BesABIeHHE AeTel, MMEIOIIUX
TpodHUUECKyI0 HeoCTaTOUHOCTh. B mepuos ¢ utons 2021 romxa mo Hosi0pb 2022 ro1a Bee
narnuenTsl (N=104), rocnuranu3upoBaHHbIe B oTAeNeHNEe natuaTuBHOM oMoy O/IKb
No2, Ob11u 00cIeIOBaHbI HA HAIMYKE HYTPUTUBHOTO PUCKA C MTOMOIBI0 CKPUHUHTOBOTO
onpocanka STRONGkids. CornacHo HalllMM TaHHBIM, BEICOKUM PUCK HEAOCTATOUYHOCTH
MUTAaHUS HAOJIOAJICs B TIOJIOBUHE CIy4aeB rOCUTAIU3UPOBAHHBIX MAaIlueHTOB (53,9%).
B nanpHeiimem mpu yriyOJIEHHOW OIlEHKE TPO(OJIOTHYECKOro cTaTyca HamH ObLIO
MOATBEPAKAEHO, UTO Y BCEX JIETEH, UMEIOIINX BHICOKUM PUCK HEAOCTATOYHOCTU MUTAHUS
no 1kaine STRONGkids, Obula guarHoctupoBaHa O€JIKOBO-3HEpreTHYECKas
HenocTaTouHOCTh 1-3 crenenu. Takxke B wuccinegoBanuun Denypomkunon H.A.,
MPOBEIECHHOM Y marueHToB co cnactuyeckumu popmamu AT (GMFCS I-V ypoBenb)
OBUIO YCTAaHOBJICHO, YTO 0OJIee YeM Yy MOJIOBUHBI feTeid (66,7%) uMencst BRBICOKUH PHCK
pa3BUTHS HeJAOCTaTOYHOCTU muTaHus corjacHo mkaine STRONGkids, mpu 3ToM
O0onpIMHCTBO NaeHToB (85,0%) umenu LI nmo knaccudukanmnu 60IbIINX MOTOPHBIX
dbynkuuii 1V u V ypoBeHb nBuratenbHbIX HapyiieHui [32]. Takum oOpaszoMm, y nmerei,
Hyxgaromuxca B okazanuun [IMII, B mepBble CyTKM TroCHHTanM3alud MOXKET
ucnois3oBaThes onpocHUk STRONGKkids myist BbIsIBIEHUS pUCKa HEJOCTATOUYHOCTH

NUTaHMsI,  peIIeHUsT  BOMpoca O  HEOOXOAMMOCTH  YIIyOJIeHHOHW  OLIEHKU
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TPOOJIOTUYECKOTO CTaTyCca U HYKTaeMOCTH MAITMEHTA B IOTIOJHUTEILHON YHTEPATLHON
MOIJICPIKKE.

B nanbHeiiem BceM manyeHTaM C BHICOKMM PUCKOM HEIOCTAaTOYHOCTH MUTAHUS
cormacio mkame STRONGkids Obuta mpoBeneHa — yriyOjneHHass — OIIEHKa
TpOQOJOTUYECKOr0 CcTaTyca Ha OCHOBAaHUM H3YYEHHS PE3yJbTaTOB KIMHUYECKHX,
aHTPOIIOMETPUUECKUX U JaOOPATOPHBIX MOKazareneld. DNUIencus Kak COIyTCTBYIOIIEE
3a0oneBaHUEe BCTpeyanach y OoybIIMHCTBA TarueHToB (62,5%). JlocTtmkenuro
ONTUMAJIBHOTO PallMOHA MUTAHUS y TMALMEHTOB C AMUJIETNICUEl MOTYT MPENITCTBOBATH
COITYTCTBYIOIIME TICHXOJIOTHYECKHE H (U3NUeCKue 3a00JCBaHUsA, CBS3aHHBIC C
CyZIoporamMH, TPUEMOM JICKapCTB, COIMATBHO-YKOHOMUYECKOE HEOJaromoiaydue M
HCIIOJb30BaHue JedeOHbIx auer [37, 72]. Hamu ObUIO BBHISBICHO, YTO HAIMYHE
SMUJICTICKM HE OKAa3bIBAJIO BIUSHUS Ha aHTPOIIOMETPUICCKHE U TaO0OpaTOPHBbIC KPUTESPUHU
TpopHUUEeCKO HEAOCTaTOYHOCTU. B OOJBUIMHCTBE WCCIECIOBAHUN 10 BIUSHHUIO
SMUJICTICUM Ha HYTPUTUBHBIN CTaTyC MallU€HTAa, SMUJICTICUS SBISJIACH €AUHCTBEHHBIM
XpPOHUYECKUM 3a0oJieBaHWeM. B cuTyanmwu ¢ IeTbMH, HYXXIAIONIUMHUCS B OKa3aHWUU
MAUTMATUBHOMN MEIUIIMHCKON MMOMOIIIH, OTATOIIAOLINUM TpOUUIECKYIO
HEJI0OCTaTOYHOCTD, SBIIICTCS IMEHHO OCHOBHOE 3a00JICBaHNE.

[To naHHBIM JIUTEPATYPHI, TPOPUUECKAsT HEAOCTATOYHOCTh MIPUBOAUT K CHIXKEHUIO
3aI1acoB JKUPOBOM 1 MbIlIedHOH TKauu [28, 32]. Jloka3aHo, 4To y JeTel ¢ XpOHHUECKUMHU
3a00IeBaHUSAMHU, a0COJIFOTHOE KOJMYECTBO MBIIMICYHOM MAacChl Teia, Kak IPaBHIIO,
CHIDKACTCS B ropas3io OOJbIleH CTEMeHH, YeM kupoBbie oTiaoxenus [114, 120]. Ipu
WHTEPIPETAIMA PE3YIbTATOB KAJTUIIOMETPHHM BBISBICHO, YTO MPAKTHYCCKH Y BCEX
naueHToB (92,9%) 3nauenue TKCT naxomunock Huxke 10 nepueHTwI s npu
WHTEPIPETAUA TEPIEHTUIBHBIX TaOJHI[ COTJIaCHO IOy U BO3pacTy, TO €CTh
HaOmonancs aeduiut sxupoBoit maccel Tena. Ouenka PIIOMII y nereii, HyXaarommxcs
B OKAa3aHWH TAJUIMATUBHOW MEIUITMHCKOW MOMOIIM, TaKKe IMOKa3aja, 4TO 3HAYCHUS
JaHHOTO mokasarens Huxe 10 mepuentwis Habmonanock y 100% aereid, mpu 3ToM y
80,4% naHHOE 3HAYEHUE OMPEAETIIOCh HUXKE S iepueHTHIs1. COOTBETCTBEHHO, BCE JIETH,
Hykaatomuecs B okazanuu [IMII, nmeroT BbIpaskeHHBIN Ae(PUIUT MBIIMIEYHOW MAacChI,

qycMy CHOCO6CTBy€T OTCYTCTBHUC HBHF&TCHBHOﬁ AKTUBHOCTH, KOTOpasd IIPHUBOIAUT K



119
runoTpoduu 1 aTpouu MBIIII, a TAKKE 0 HEJOCTaTOUHOE MOTpedieHne OenKa ¢ nmuiiei
[28].

[Ipu nabopaTopHOil OlIEHKE TPOPUUYECKON HEAOCTATOYHOCTH BBISIBICHO, YTO
MPAaKTUYECKU Yy TOJIOBUHBI AeTed (44,7%) Bctpeuanach anemusi, npu 3toMm y 41,1%
BBISIBJICHA AaHEMMUSI JIETKOM CTeneH! TsxkecTH. CHIKEHHE YPOBHS (PeppUTHHA BBISBIISLIIOCH
y IByX TpeTtbux (66,1%) oOcneayeMbIx MalMEHTOB, YTO CBUJIETEILCTBYET O BBICOKOM
pacmipoCTpaHEHHOCTH JIATEHTHOTO JeduIMTa JKele3a y JeTeil, HYXTAIoIIHUXCS B
OKa3aHWHU NAJUIMATUBHON MEIUIIMHCKOW MOMOIIN. JTU CBEACHUS TAK)KE MOATBEPKIAIOT
naHHble uccinenoBanuil Paxmaesoit P.®. u [lepdunosoii O.B. no oneHke HyTPUTHBHOTO
cratyca y aereit ¢ JIUII, rae y nereid, uMEOMMX TPOPUUYECKYIO HEIOCTATOYHOCTD,
uMeeTcs mupokas pacrpoctpanernnocts JIJK u KA [23, 26].

B xone nuHaMuyeckoro HaOIOIEHNs Y YaCTH MAIlMEHTOB BBISBISUIUCH NPU3HAKU
OaKTEepHAIbHOTO BOCIAJIEHUSI MO pe3yjbTaTaM OOBEKTHMBHOTO OCMOTpA, a TakXKe IO
U3MEHEHUsIM JabopaTopHbix mokazareneit (yBenmuuenue CPb, nelTpodunbHbIi
JIEUKOILINTO3, CHBUT JehKonuTapHo (opmynsl BiaeBo, yckopeHue COD3). Ha ¢one
Ky[UpoBaHUsl OakTepuaibHOro oyara WHPEKIU aHTUOMOTUKAMH OTMEuasach
MOJIOKUTENIbHAS TMHAMUKA B BUI€ HOPMAJIU3alMU BOCHAIIUTEIbHBIX MapKEPOB KpoBU. B
JUHAMUKE HaMU TakKe TMPOBOJWICA KOHTPOJIb YPOBHS (eppuTHHA IS OIEHKHU
nokasatesieid TpooIoru4eckoro craryca. beuto BoisABIEHO, uyTO y 42,8% U CHU3UIICS
bepputun npu Hopmanuzauuu ypoBHs CPB, a y 14,3% ypoBeHb (epputuHa ObLT B
npeaenax pedepeHcHbIX 3HadeHW. Ho mnpu moBbeimienun ypoBHsSs CPb  Bbie
pedepeHcHBIX 3HaUeHMM, (heppUTHH OB BBINIE HA 3HaUYeHMS B Auamnas3one ot 12,0% o
86,4%. Menuana 3HaueHui ypoBHs (heppUTHHA Yy AeTell mpu noBbiieHHOM ypoBHe CPb
cocraBuia 53,2 [37,0; 65,7] ur/mi, a npu HopManu3anuu ypoBas CPb Meauana ypoBHs
depputrHa HaxoawiIack B npeaenax 5,9 [3,5; 21,5] ur/miu (p=0,0001). ITpu npoBeneHnn
KOPPEJSAIUOHHOTO aHajdu3a 3HAa4eHW ypoBHsA (epputnHa u C-peakTUBHOTO Oerka,
MOJIyY€Ha MOJIOKHUTeNIbHast KoppesiiiuonHas cBsizb R=0,74 npu p=0,0001. depputun
ABJIIETCSl peareHToM ocTpod das3el, kak u CPB, m Moxer mnoBbIIATECA MPU
WH(EKITMOHHOM TIPOIECCe, KOTOPBIA SIBISIETCS HEPEAKUM Y JneTeld TpohUdIecKoi

HesocTaTouHOCThIO [148]. HecMoTps Ha TO, uTO (DeppUTHH TUTa3MBbl SBISIETCS HauboJsee
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YYBCTBUTEIBHBIM MOKAa3aTeJeM 3amaca YpoBHS kene3a B opranusme. Ho, mockoibky
beppuTHH SBIISETCS peareHTOM OCTPOH (a3bl, OH MOXKET OBITH B Mpeiesiax pehepeHCHBIX
3HAQYCHUN WJIM TOBBIIMICHHBIM Yy JeTed ¢ uHdeKnuoHHoW matosorueit. Ilpu 3Tom
HEBO3MOKHO JUArHOCTHPOBATh MMEIOLIUICS AePUIUT kene3a. Takke u3BecTeH (hakT
NOBBIIICHUS (EepPUTHHA PU HATUYUU OHKOJIOTHYEeCKUX 3a0oneBanui. [Ipu 3ToM HU3KUI
ypOBEHb (eppuUTHHA OJHO3HAYHO CBUJIETEILCTBYET O naeduiute >xeneza [52]. YV
MAIMEHTOB C COMyTCTBYIOIICH OakTepuaabHOW MH(EKIMEeH HAa MOMEHT TECTHPOBAHUS
MOeT ObITh mpoBejieHa olieHka CPB st moaTBepKaeHUsT pe3yinbTaToOB ONpPEIeICHUS
CBIBOPOTOYHOTO (PEpPPUTHHA B KaUueCTBE Mapkepa aeduimra xenesa [97, 148].

Menuana abCOIOTHOTO YKCIIa TUM(OIUTOB Y IETEH, HYKIAIOLIUXCS B OKa3aHUU
NaJUIMaTUBHON MeIUIIMHCKO momomy, coctasuna 3,5 [2,3; 4,9]*10°. Cuukxenne ypoBHs
AUYJI onpenensuiock Bcero y 9,9% nauuenTtos. [Ipn cpaBHUTENBHOM aHAIM3€ ACTEN C
paznuyHoOi creneHblo BOH He ObLIO BBISBIEHO CTAaTUCTUYECKH 3HAUYUMOW PAa3HUIIBI
Mexay ypoBHemM AUJl B oOmieM aHanmu3e KpoOBH. DTH JaHHBIC TMOATBEPXKIAIOTCS B
uccnenoBanun Ileppunosoit O.B. u Paxmaepoit P.®., rae y aereét ¢ JUII ¢
HEJIOCTAaTOYHOCTBIO THUTaHUA U 0e3, He ObUIO BBISBICHO CTATUCTUYECKH 3HAYUMOUN
pazHuIbl Mexay yposHem AUJI [23, 26].

Menauana 3HaueHuii o0miero 0eimka B KpoBu cocrasiisiia 66,5 [62,0; 71,7] r/n, a
anpOymuHoB 29,5 [20,2; 35,7] r/n, mpu 5TOM CTAaTUCTUYECKU 3HAYUMOM Pa3HUIIBI MEXKTY
KOJIMYECTBOM oOmero Oenika, aJlbOyMHHAa UM CTEMEHbI OEIKOBO-IHEPreTUYECKOU
HEJIOCTATOYHOCTHU Y MAIMEHTOB BBISBJICHO HE OBIIO, UTO TAKXKE MOATBEPKIACTCS B CEPUU
uccienoBanuii [23, 26, 32]. [Io jaHHBIM JUTEPATYPHI, IPU XPOHUUYECKUX 3a00€BAHUAX
Ha ypOBEHb 00111eT0 OelKa U allbOyMHUHA OTPUIIATENIBHO BIMSIET peakius ocTpoi (pa3bl B
CBSI3U C YBEJIIMUYCHUEM IMPOHUIAEMOCTH COCYJOB U M3MEHEHHS! MPUOPUTETOB CHUHTE3a
Oenka B me4yeHH. [103TOMy OHM HETOYHO OTpa)XaroT COCTOSIHUE MHUTAHUS y JETed C
naJyIMaTUBHBIM cTatycom [151, 152].

Cpenu comyTcTBytonux 3a0oeBannii co cToporsl JKKT B 60abIIMHCTBE CitydaeB
y neTel HaOIoJaluch Kajlo0bl HAa PBOTHI U CpbiruBaHus (76,8%), yCTaHOBJIEH JUarHo3
I'OPb y 73,2%, 3anoper — 64,3%. IIpuunHON BBICOKON pacnpOCTPaHEHHOCTH

nepeuncieHHoil nmatosorun co ctopoHbl KKT SBIAIOTCS CTPYKTYpHBIE HapyIICHUS
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HEHTpPaJIbHON U Neprudepruueckoil HEPBHOM CHUCTEMBI, MPUEM PA3TUYHBIX MPENapaTosB,
NPaKTUYECKH MOJTHOE OTCYTCTBUE JIBUTATENBHOM akTuBHOCTH [103].

BaxxubiM  (akTopoM pa3BUTHS TpODUUECKOW HEAOCTATOYHOCTU SBISIOTCS
3a0oneBanus JKKT [2, 15, 129]. B namem uccrneoBaHUM y JETEH, HYKIAIOMINUXCSA B
OKa3aHWM NAJNIMATUBHON MEIMIIMHCKOM MOMOIIM, UMEIOIINX 3alopbl, BHISABICHBI 0o0Jiee
BBICOKME TMoOKa3arenn Z-score poct/Bo3pact (p=0,007), 9TO MOXHO OOBICHUTH
MOCTOSIHHBIM ITPUEMOM OCMOTHYECKUX CJIA0UTEIBHBIX MpPENapaTtoB U, KaK CIEACTBHE,
0oJiee peryJspHbIM CTYJIOM, YEM Yy MalIMEHTOB, HE TPUHUMAIOIIUX CIIA0UTEIbHbIE.

VYcraHoBieHO, 4To Aucharuss MOXET ABISIETCS MPOBOLMPYIOUIUM (PaKkTopoM
pasButus bOH y nereii ¢ TsbkeapIMu 3a00JieBaHUSAMU HEpBHO# cructembl [138]. B Hamem
UCCIIEJOBAaHUM OBLIO BBISABIEHO, YTO Yy JeTeld ¢ Oojee BBICOKUMH OauilaMud IO
kinaccupukanuu EDACS, cTaTUCTHYECKM 3HAYMMO BBIABISUINCH 0o0Jiee HUBKHE
nokazatenu Z-score MT/Bo3pact (p=0,04), a Takke GpakTuueckoe NoTpedIeHne KKal/CyT
(p=0,019). Ormenka cOCOOHOCTH HPUHATHS MUIIM W KUIKOCTH MO KiaccupuKamum
EDACS y nereit ¢ IIC mokazana, uro y OoJibllie MOJOBUHBI manueHToB (51,8%)
Ha0Jr0/1a71ach BBICOKas creneHb aucdaruu (4 u 5 6amio). IIpu 3Tom y mereir Gomee
MJIAJIIIIETO Bo3pacTa Aucdarus BISABISUIACH CTaTHCTHYEeCKH 3Hauumo yaiie (p=0,038).
DOTO TNONATBEPXKIAIOT MPOBEICHHBIE HUCCIEAOBaHUS, T/E€ BbIABICHA MpsMas
KOPPEISALUOHHAS CBSI3b MEXKAY CTETEHBIO BBIPAKEHHOCTH AMCHAruvl U TIKECTHIO
JIBUTATENBbHBIX HApYIIEHHH cornacHo kinaccuukannu GMFCS, a Takke oTpunaTenbHas
KOPPEJISILHS MEXKIY BO3PAcTOM H CTereHbio aucharun [26, 138].

B  panpHenmeM Ha  TpeTheM  JTAnE€  MOCHE€  KOMIUIEKCHOW — OLIEHKH
TpOQOJOTUYECKOr0 cTaryca BCEM MalMeHTaM ObLUI0 PEKOMEHJIOBAHO HayaTh
HYTPUTHUBHYIO MOAJIEPKKY MOTY3JIE€MEHTHOM 3HTEpalibHOM cMechio (Oemnok 2,9 1/100 mur,
sHepreTudeckas 1neHHocth 100 kkan). BeiOop maHHON cMecu OOBSICHSETCS BBICOKOM
4acTOTOU racTPOUHTECTUHAJIBHBIX MPOSIBJIIEHUM, a TaKXKeE HIUPOKOU
pacnpoctpaneHHocThi0O BOH Tspkenoit crenenu y Hammx marueHToB [3, 6, 19, 26]. B
JanbHEHIIeM Tpu AMHAMUYECKOM HaOMIOAEHUU OBbUIO BBISBIEHO, YTO 3aKOHHBIE
IPENCTABUTENN HE MCIOJb30BAIN U1 KOPMIICHHE HA3HAUEHHBIE SHTEPAIbHBIE CMECH B

NoJIHOM 00beMe B 21 ciyyae, a NpeAnounTail KOPMUTh JeTel «OJIeH1e3UpOBaHHBIMUY
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MPOTYKTAMU MTUTAHUS JOMAIITHETO MPUTOTOBJICHUS (B T.4. PU OCYIIECTBICHUY TTUTAHUS
Yyepe3 Haro3acTpasbHbBIM 30HJ U TacTPOCTOMY). DTO OOBSCHSETCS JKEJIaHHEM CEMbHU
pa3ienuTh COBMECTHBIM OIBIT MpHeMa MUIIM CO CBOMM PEOCHKOM, HaXOSIIeMCsl Ha
sHTepanibHOM TTaHuud [99]. HekoTopsle HMCTOYHHWKH JIUTEPATYpPhl JIOMYCKAIOT
UCII0JIb30BAHUE HATYPAIbHBIX MMPOAYKTOB (KaIlld, TBOPOT, (PPYKTOBBIE U OBOLIHBIE MTIOPE,
MSICO) B COYETAHUU C DHTEPAIBHOM CMECHIO y JETel C 30HJOM WM TacTPOCTOMOU B
crabmwibHOM coctostHum [8, 16, 17, 26]. bputanckas accormuarius AUETOJOTOB HE
PEKOMEHIyeT BBEACHHE JETAM MPOTEPTOM MHUIIM JIOMAITHErO MPUTOTOBJICHUS uepe3
racTpOCTOMY B CBSI3W C OIPEACICHHBIMA PHUCKAMH: BO3MOXXHOE HapyIICHUE
MPOXOJMMOCTA TaCTPOCTOMBI, TIHIIEBBIC OTPABICHUS TMPH HAPYIICHUH IPABUI
MPUTOTOBJICHUS] U XPAHEHHUS MHUIIM B JIOMAIIHUX YCJIOBHUSX, COCTaB IO COJACPKAHUIO
Makpo- ¥ MHKPOHYTPHCHTOB, HE COOTBETCTBYIONIMU BO3PAacCTy W OIPEACICHHBIM
NOTPEOHOCTSIM (OTCYTCTBHUE JIAKTO3bI, CaXapo3bl, TIIOTEHA, KOT/Ia 3TO HYKHO 00JIbHOMY)
[15, 99, 173].

Takum 00pa3oM, Te MAITUEHTHI, YbH 3aKOHHBIC MPEACTABUTEIN ObLTH TPUBEPIKCHBI
K JIUETOTEpaIiH, COCTABWIM OCHOBHYIO rpynny (N=35). JleTu, nojiy4yaromue MnuileBbie
IPOJYKTHl COCTABWJIM KOHTPOJBHYIO Tpymiy (N=21). /luHaMu4eckoe HaOJIOJICHHUE 3a
71a00paTOPHBIMU U AHTPOTIOMETPUYECKUMU ITapaMeTpaMu, a TaKKe KOPPEKIIUS paluoHa
MUTaHUSI OCYIIECTBISUTUCH KaXJIOMY IMAIMEHTY B COOTBETCTBHM C WHAMBUIYaTbHBIMU
npoTokoaamMu HaOmoaeHus (depe3 1, 3, 6, 12 oT ucxoaHOH OIEeHKH TPO(OIOTHIECKOTO
craTtyca).

IIpu omenke 3(hGHEKTUBHOCTH HYTPUTUBHOW TIOIJCPKKH BBISBIICHO, YTO Y
MAIlMeHTOB OCHOBHOW Tpymnmbl 4epe3 12 mecsieB Ha (OHE MPOBOAMMON Tepanmuu
OTMEYaJIOCh CTATUCTUYECKU 3HAUMMOE CHIDKCHHE YAaCTOTh BOSHUKHOBEHHSI CPBITHBAHHM
OTHOCHTEJBHO MCXOIHBIX HaHHBIX ¢ 71,4% mo 45,7% ((p=0,029). B rpynmne koHTpOIS
CTAaTUCTUYECKU 3HAYMMBIX OTJIMUMN BBISIBJICHO HEe ObuT0. [lomydeHHBIE pe3yibTaThI
CBUJIETEIHCTBYIOT O TOM, YTO HA3HAYCHHUE JICUCOHBIX CMECEH ISl SHTEPATLHOTO MTUTAHUS
METOJIOM CHITMHTA WJIM 4Yepe3 TacTPOCTOMY, a TaKXKe BEPHBIA MOAOOP KOHCHUCTCHITUU
MU CITIOCOOCTBYET CTATUCTUYECKH 3HAYUMOMY CHUKEHHUIO YaCTOThI BO3HUKHOBECHUS

CPBITMBAHMIA, YTO TAKXKe MOATBEpKAaeTcs B ucciaenoBanuu H.A. denopyuikunoii [32].
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JleT ¢ XpOHUYECKUMH 3a00JEBaHUSIMU MOTYT MMETh 3HAUUTENbHBIN ACPUIUT
Macchl TeJa U PocTa MO CPaBHEHHUIO CO CBOMMH CBEPCTHUKAMU TOTO ke Bo3pacTa [114,
120, 124]. ITpoBeaeH AMHAMUYECKU MOHUTOPUHT aHTPOIIOMETPHUUYECKHUX MTOKa3aTeNiel y
ITALIMEHTOB M3 OCHOBHOW M KOHTpOJIbHOM rpynn. [lpu cpaBHEeHMHM mokasareneld Macchl
TeJa U pocTa AETEd B OCHOBHOM M KOHTPOJIBHOW TPYIIAaX CTATUCTUYECKH 3HAYMMBIX
OTJIMYMI HU HA OJJHOM OCMOTpE BbIsIBIIEHO He Ob110. Ho pu aHanu3e ckopocTu npudaBku
MAaccChl T€JIa U pOCTa MOJIYYEHbI CTATUCTUYECKH 3HAYNMBbIE pa3auurs. B ocHOBHOH rpynne
OTHOCUTEJIBHO KOHTPOJIbHOM TeMIbl NPUPOCTAa MAcChl Tejla ObUIM CTaTUCTHYECKH
3HAYMMBIMU YK€ Ha 1 Mecslle HypUTUBHOM MOJIEPKKH, a pOCTa TOJbKO Ha 3 Mecsue. B
MOCJIEYIOIINE MECSIbI Pa3HUIIA B U3BMEHEHUH MAcChl Tella U pOCTa TOJIbKO Hapacraia,
YTO CBHUJAETEILCTBYET O TOM, YTO Ha3HAUYE€HUE JIEUEOHOrO MHUTAHUS Ui KOPPEKLHU
TPOPHUUECKON HETOCTATOYHOCTH JOJKHO OCYIIECTBISATHCS HA JJIUTEIBHOE BpeEMS.
Pa3Huiia B mokazaTensix yKa3bIBaeT Ha MOJIOKUTEIbHOE BIMSIHUE JI€U€OHOrO MUTAaHUS Ha
teuenne xponuueckoirt BOH [32, 110].

[Tokazarens Z-score UMT/Bo3pacT cTaTUCTUYECKH 3HAYUMO YBEIUYMIICS BIIEPBbIE
K 12 mecsny )K1U3HM y MALIMEHTOB OCHOBHOW Ipynibl. OTHOCUTENBHO UCXOJHBIX JAHHBIX
B OCHOBHOW TPYIIE JaHHBIA MOKa3aTeNb ypenmnuuics Ha 53,0%, a B KOHTPOJIBHOM - Ha
12,9% (p=0,0001). OTcyTcTBHE CTATUCTUYECKHA 3HAYMMOW Pa3HULBI MEXKIYy MEIUAHOU
3HAYECHUWJAHHOTO TOKa3arens 10 12 MecsaueB Tepanuu MOATBEPKIAET MENJICHHOE
yinyuiienue Z-score UMT/Bo3pacT, 4To OnATh K€ CBUIAETENBCTBYET O HEOOXOIUMOCTH
JUIATEJIbHOM JHTEPAIBHOW TMOMACPKKH Yy JETEH, HYXIAIMMUXCI B OKa3aHUH
NaJUIMaTUBHOW MEIUIIMHCKON MTOMOILBIO, U UMEIOIINX TPOPHUUECKYIO HETOCTATOUHOCTb.

Ha ¢oHe 1MeTonorudyeckoro COMPOBOXKIEHUS U €XKEIHEBHOW J0Taluu
DHTEPAJIBHOM CMECH NALUMEHTOB M3 OCHOBHOW TIPYIIIBI OTHOCUTEIBHO 4YEpe3 ToA
HAOJIOICHUST HOPMAJIM30BaTh TPOPOJIOTHUYECKUIM CTAaTyC MOJydusioch y 42,7% nereit.
Hecmotps Ha TO, 4TO M3HAYAJBHO Yy MALMEHTOB KOHTPOJILHOM Tpymmbl ObLIM Oosee
JIeTKHE HapylIeHusl MUIIEBOr0 CTaTyca, 4epe3 roja HaOJIIOAeHHs Cpeau MalueHTOB
KOHTPOJILHOM IPYIIbl HOPMAJIU30BATh MTOKA3aTeNH TPOPOIOTUYECKOTO CTaTyca yAAIOCh

TOJILKO Y B 9,5% ciygaes (p=0,01).
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[Ipu olleHKE KOMIOHEHTHOTO COCTaBa Tejla HaMHU OBUIO BBIABJICHO OBICTPOE
pearnpoBaHre M BBICOKHE CKOPOCTH HAOOpa JKUPOBOI MacChI Tesia Ha JOHE MTPOBOIUMOM
HyTpUTUBHOU noanepxku. Meaunana 3nauenniit TKCT yxe k 6 mecsiy HabmoneHus y
MAIMEHTOB W3 OCHOBHOM TPYIIIBI OblJIa CTATUCTUYCCKU 3HAYMMO BBINIE OTHOCHTEIHEHO
KoHTpoJibHOM Tpynmbl (p=0,029). V nereit u3 ocnoBHo# rpynnbsl TKCT yBenuuunacek Ha
63,7%, Torna kak y koHTpoabHoi — Ha 14,7% (p=0,0001). ITokxazarens TKCT pearupyet
CaMbIM IEPBBIM IIPU HA3HAYECHWU HYTPUTUBHOM mojanuep:kku. lIpm omeHke mpupocta
YKUPOBOM Macchl Tena B % IMOTYy4YEeHO, YTO MEAUAHA JAHHOTO MMOKA3aTelsl CTATUCTUYECKU
3HAYMMO HAYMHAET Pa3JInyaThbCsl B OCHOBHOW M KOHTPOJBHOM TPYIIIE YK€ K 9 mecsmy
HaOmoaenus (p=0,0001). A k 12 Mecdiy KOppeKIMU MUTaHUA y JETEHd U3 OCHOBHOM
IPYIIIBI )KUPOBast Macca B % yBenuuuBaeTcs Ha 95,2%, Toria Kak B KOHTPOJIBHOU TpyIIIie
Ha 20,4% (p=0,0001). TIIpu omeHke TpUPOCTA MBIIMIEYHONH MacChl Tejda MeIuaHa
noKasartelisi 00beMa MBIIII] [JIe4a CTATUCTUYECKU 3HAYMMO YBEIINUUIIACh Y AIIUEHTOB U3
OCHOBHOM IpyIIIbl TOJBKO K 12 mecsiy Haomoaenus (p=0,018). [Tuk npudasku PITOMII
y MalMEeHTOB OCHOBHOM Ipymibl yOeIuTeNbHO HAOM0AaeTCsl K 6 Mecsily HaOMI0ACHUS.
Takum oOpazom, HauboJee BhIpaXKEHHBIC TEMITBI PUOABKH )KHPOBOH MacChl OTMEYAIOTCS
K 3 MecsiIly IpUMEHEHUS JIEUeOHOTO MUTaHUs, @ MBILIEYHOH - K 6-9 Mecslly, YTO TUKTYET
HEOOXOJMMOCTh JJIUTEIBHOM DHTEPATBLHOM TOMIEPXKKH y JAeTel ¢ TpoPpUUecKoit
HEJIOCTaTOYHOCThIO, HyxXpawmmxca B okazanuu [IMII. Cxoxux wucciaenoBaHuu,
COTJIaCHO JTUTEPATYPHBIM UCTOYHUKAM, TPOBEACHO HE OBLIO.

Hamu OblM  mpoaHaANM3UPOBAHBI  OCHOBHBIE J1abOpaTOpHBIE TOKa3aTeNu
Tpoduueckol HeAoCTaTOYHOCTU. Yepe3 ToJ HYTPUTUBHOW MOIIEPKKHM B OCHOBHOM
rpytie nokasaresnb AUJI gaxke ObLT CTATUCTUYECKU 3HAYMMO HUXe U cocTaBui 2,4 [2,0;
3,4]*10%n, Torna kak B KoHTpONbHOW rpymne — 3,5 [2,8; 4,8]*10%n (p=0,002). Ho ¢
ydyeToM Toro (akrta, 4YTO OCTajbHble MOKa3aTeau TPO(OJOrHYEecKoro craryca
YIy4dIIWINCh, MbI HE MoxeM oreHuBath AYJI kak wmapkep Tpodudeckoi
HEJIOCTATOYHOCTH. B IMUTEpaTypHBIX UCTOYHUKAX MPU OLEHKE HYTPUTUBHOTO CTATyCa Y
nereii ¢ JILIIT npuBeneHbl CBEIEHUS O CBS3U TSHKEIONU TUM(OIIEHUH ¢ COMYTCTBYIOLIEH
TsOKENoN OakTepuanbHOW MH(EKIU. B maHHOW cUTyalu OTCYTCTBYET IpsiMasi CBS3b

mexay nmokazatenem AYUJI u HyTpuTuBHBIM cTtaTycom aereit ¢ LI [23, 26].
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Menuana ypoBHsS 00miero Oeika CTaTHCTHYECKH 3HAYUMO HE M3MEHMWIACh 3a
nepuoJT HaOJIIOCHUSI HU B OCHOBHOM, HU B KOHTPOJILHOHW Tpymme. DTOT (PaKT TaKxKe
COIOCTABIISIETCA C MPOBEICHHBIMU HCCIEAOBAHUSAMU, T/I€ HE OOHAPY>KEHO CHUKEHUE
oenka y npereit ¢ JIII maxe c Tsoxenot BOH, a Takke mpuBOIATCS CBEIEHHS 00
OTCYTCTBUU CTATUCTUYECKH 3HAYMMOIO MPHUPOCTa YPOBHsS oOIIero Oeinka B KPOBU Ha
(dboHe Ha3HAYCHUH HYTPUTUBHOM moauepkku [23, 26].

WNuTepecen TOT dakT, 9TO YpOBEHb AIbOYMUHA y TIAIIMEHTOB U3 OCHOBHOMW TPYTITIBI
K 12 w™ecsiy HaOMIOIEHUS CTAaTUCTUYECKHM 3HAYMMO CHU3UJICA OTHOCHTEIIBHO
KoHTposbHOM Tpymmel: 24,0 [22,0; 30,0] v/t mpotus 32,0 [26,5; 38,0] r/x (p=0,01). [Tpu
HUCXOJHOU OlLIeHKEe Tpo(OJOTUUECKOTO CTaryca y JeTeid OCHOBHOW TpyMIbl 3TOT
MoKa3aTelib ObUI HUXKE, YeM Y KOHTPOJBHOM, HO pa3HUIla HE Oblja CTAaTUCTUYECKU
3HaunMoil. Takke H3HAYalIbHO B OCHOBHOM TIpyIine ObLIO OOJbIIE MAlMEHTOB CO
cpenHeTsbkeno u Tsbkenoi BOH, Torma kak B KOHTPOJBHOWM rpyrmie mpeodiiagaiu
nanueHTsl ¢ jerkoilt BOH. WM3BecTHO, 4TO MpU KPUTUYECKUX COCTOSIHUSIX HA YPOBEHB
anbOyMHHA OTPHULATENILHO BIHUAET peakius OcTpoil ¢aszpl (M3-3a yBEIUYEHUS
MIPOHUIIAEMOCTH COCY/I0B M U3MEHEHUS IPUOPUTETOB CHHTE3a O€JIKa B IIEYEHU ), TOITOMY
MpU HAJIMYUK BOCHAIMTEIBHOTO MPOIECcCa WM XPOHUYECKOTO 3a00JieBaHUS YPOBEHD
anpOyMuHa OyJIeT HETOYHO OTPaXKaTh COCTOSHUS nuTaHus naruenTa. [105, 151]. Taxxke
UMEIOTCS JIaHHbIe O OoJiee HHU3KHX YpPOBHSIX albOyMHHA Yy JETel, MOTy4YaBIIUX
SHTEPATLHOE MUTAHUE [0 CPABHEHUIO C MAIlUEHTAMU, HAXOISIIIIUMUCS Ha MIUTAHUH PEr 08,
U 3JI0pOBbIMU JeThMHU. Ha OCHOBaHMHM ATOTO MOXKHO CYJUThH O HapyIICHUH METa00JIn3Ma
Oenka y JeTed Ha MOJHOM HHTepaibHOM nuTaHuu [161]. B sTol cBs3M C yderoM
YIYUYIIEHUH NPYyTuX IMoKa3zareyed Tpo(dOJOTHMUECKOTO CTaTyca, a TaKXke OTCYTCTBHUS
pas3IuYMil MEXITy YPOBHEM OOIIEro Oeyka, Mbl HE MOXKEM OIEHUTH CHIDKCHUE YPOBHS
aTpbOyMHHA KaK MpOrpeccupoBaHue TPo(hUUECKON HEIOCTATOYHOCTH Y JIETe OCHOBHOM
IPYIIIIBIL.

[Ipu anammuze ypoBHS (EeppUTHHA BBISBICHO, YTO CTATUCTUYECKH 3HAUYMMBIX
OTJIMYMI MeIuaHbl 3HAYEHUHN MPU KOHTPOJBHBIX OCMOTpax He HabJoaanoch, HO K 12

MecCsIly y TallMeHTOB U3 OCHOBHOMW Ipynibl moaHsics ¢pepputul Ha 37,6%, Koraa Kak B
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KOHTpoibHOU rpynne — Ha 3,3% (p=0,0001), 94TO CBUIETENBCTBYET O KYyNUPOBAHUU
nedunuTa xenesa Ha GoHE KOMIUICKCHOM TepaIvu.

B 3amauy uerBepTOoro »srama MpOBEACHHS WCCIEIOBAaHUS OBLJIO BKIIOYEHO
BBISIBJICHHE TPYAHOCTEH OLIEHKH TPO(OIOTHUECKOro cTaryca AETed, HyKIaIoIUXCs B
okazanuu [IMII, Bpauamu amOynaTOPHOTO M CTAllMOHAPHOTO 3BeHA. MBI ONpOCHIH
Bpayeil-ne1uaTpoB y4acTKOBBIX U3 MATU MOJUKIMHUK T. Boponexa (N=32) u Bpaueii-
nenaTpoB cTarroHapos r. Bopornexa bY3 BO OJIKB Ne2 u BY3 BO OJIKB Nel (n=13).
PecrionzieHTaMu  BBICTYNUJIM T€ JIOKTOpa, KOTOPbIE OKa3bIBaeT MAJTMATUBHYIO
MEIUIMHCKYIO IOMOIIb AETSIM. B nurepaType cX0KHX UCCIEI0BAHUM HAMH BBISIBICHO
He Obw1o. bonbme mnonoBuHbB (56,2%) y4acTKOBBIX NEAUATPOB HE OLEHUBAIOT
HYTPUTUBHBIA cCTaTyc JeTsM. Bpauu, okaspiBalonme MEIUIIMHCKYIO TIOMOIIb B
CTAllMOHAPHBIX YCIOBHUSIX, OIEHMBAIOT Tpodonoruueckuid craryc aetsm B 53,8%
ciliy4aeB. AHTPOTIOMETPUYECKUE TMapaMeTphl SBISIOTCS HauOoyiee MPOCTHIMH U
JIocTynHbIMU MeToaaMu ouieHku HC, npu 3Tom He ycTynaioT B cBoeil 3(h(heKTUBHOCTH.
PexoMeH0BaHO MOPOBOAUTH HCCIEAOBAaHUE HE pexe | pa3 B 6 MmecsaueB [156].
BonpmmHCTBO Bpavei-nenuaTpoB y4acTKOBBIX MPOBOAST M3MEPEHHE POCTa U MAaCCh
Tena JeTSIM ¢ TaJTHaTUBHON naTojorueit 1 pas B monroza (65,6%), 1 pa3 B rox — 25,0%,
1 pa3 B 3 mecsna — 9,4%. B cinydae rocnuTanuzaluu malueHTa B CTalMOHAp WU
peabMIMTAllMOHHBIN IEHTP y JIeTeH ¢ 3a00JIeBaHUSIMU HEPBHOM CHCTEMBI HEOOXOAMMO
pOCT U3MEPSIETCS MPU MOCTYIUIEHWH, MAcCy Tejla — MpU MOCTYIUIEHUH U Aanee 1 pas3 B
HEJICNI0, U3MEPEHHUE TOJIIIUHBI KOXKHBIX CKJIaJ0K — IPHU MOCTYIUICHUH U Jlajee 2 pa3a B
Mecsn [156]. B cranronape onponieHHbIE HAMU Bpadd U3MEPSIIOT Maccy Tena B 1 pas B
Heneno B 38,5% ciiydaeB, TOJIBKO MIPH MOCTYIUICHUHU B oTAeneHue - 30,8%, u o 15,4%
- O/INH WJIM JBa pa3a B MECSI] COOTBETCTBEHHO. He U3MEPSIIOT TOMIMHY KOKHBIX CKIIaI0K
HaJl TPUIIETICOM U ToJ JonaTkor 53,8% pecnonaeHTOB ctanuoHapa u 59,3% Bpaueit
amMOyJIaTOPHOTO 3BEHA.

Okcneptet ESPHGAN pexkomeHayeT MPOBOAWTH OMpeeieHue 1abopaTOPHBIX
noKasaresield 1Jisi OLEHKH HYTPUTUBHOTO CTaTyca y JAeTeil ¢ 3a0o0JieBaHUSIMU HEPBHOMN
cucTeMbl He pexxe 1 paza B 6 mecsnes [156]. CormacHO HAamMM JaHHBIM, JIBE TPETH

Bpaueil nonmukianHuk (62,5%) olieHUBaOT OOUUN U OMOXUMUYECKUM aHAIU3 KPOBH Y
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MALMEHTOB, HYXJAIOIMXCA B OKa3aHUU MAJUIMATUBHOW MEIMIIMHCKOM nomMonu, 1 pa3 B
6 mecsues, 21,9% - 1 pa3 B rox, 12,5% - mo HeoOxoauMocTu (Hampumep, Ipu OCTPOM
pecniupatopHoMm 3aboneBanuu) u 3,1% - He ounenuBaroT. ESPHGAN pekomenayer
UCCIIEIOBAaTh B CTallMOHApe JiabopaTOpHbIE MapKephl MHUILNEBOrO cTaTyca — MpH
NOCTYIJICHUHW, Jajnee N0 TokazaHusM [156]. Bce omnpouieHHble HaMu Bpauu
CTAI[MOHAPHOTO 3B€HA TMPOBOMASAT JIA0OPATOPHYIO AMATHOCTUKY TPO(DOIOTHYECKOTO
craryca (0Omui ¥ OMOXMMHYECKHI aHadu3bl KPOBH) IMPHU TMOCTYIUICHHH peOEHKa B
OTJICJICHUE.

OueHKy KOJMYECTBEHHOTO COCTaBa Tejla C IOMOIIbI0 OMOMMIIETAHCMETPa
npoBoasaT 12,0% Bpadeit-mennaTpoB MOMMKIMHUK, TpU 3ToM 62,5% ompammnBaeMbIxX
paboTaoT B MEIUIMHCKUX YUPEKICHUAX, TIe umeeTcs LIeHTp 310poBbs 1Jid eTel, B
CTaHJapT OCHAIIEHUs1 KoToporo BxoauT OuoumnenaHcmerp (IIpukaz MunuctepcTBa
3npaBooxpaHeHus: PO ot 7 mapra 2018 r. N 92u "OO0 yrtBepxkaeHuu [lonoxenus o6
OpraHu3allid OKa3aHUs TEPBUYHONW MEIUKO-CaHUTapHOW momomu aetsM"). [lpu
OTCYTCTBUM  BO3MOXXHOCTH  TMPOBEACHUS  OHWOUMIICITAHCMETPUM IS OLICHKHU
KaueCTBEHHOTO COCTaBa Tejia BO3MOXHO HCIOJIb30BaTh Gopmynsl s PIIOMIT
(oTpaxaroT 3amac MbIIIEYHON Macchl B OpraHu3Me), a Takxke ypaBHeHusa Slaughter s
pacudera >XupoBOi Macchl Tena. [lepeuncnennpiMu popMyiaMu HE MOJIB3YETCs] HA OJIUH
onpammBaeMbiii: 28,9% BBUIly HEXBAaTKM BpeMeHH Ha mpueme, a 71,1% Bpaueid He
CJIBILIANIH [IPO 3TU CIIOCOOBI pacyeTa.

Ha Bompoc 00 omnenke ¢akrudeckoro nuranus pedeHka ¢ I1C OoabITUHCTBO
PECIIOHJIEHTOB U3 Bpadel amOysnaTopHoro 3BeHa (78,1%) OTBETWIH, UTO HE TPOBOISIT
OIICHKY 3-X JHEBHOIO pallMOHa MUTaHUs, U3 HUX 56,3% Bpaueil BBUIy HEXBATKH BpEMEHU
Ha npueme, a 12,5% cuuTaroT, 4TO 3TUM JOJDKEH 3aHUMAaThCs auetosior. He HazHavaroT
JIOTIOJTHUTENILHYIO SHTEPAJIbHYIO MTOICPKY JiedeOHbIMU cMecsiMu 78,1% Bpauel, Tak Kak
CUMTAIOT, YTO ATUM JOJDKEH 3aHMMaThCsl auerosor. M3 Tex Bpaueil-nmeanaTpoB, KTO
Ha3HaudaeT cMmecH, 12,5% paccuuThiBalOT 00beM HYTPUTHUBHOM MOMJIEPKKU «HA Tias3y,
6,3% - wu3 pacuera 10,0-20,0% ot cyrounoro oObema mnutanus, u 3,1% - ¢
ucnois3oBaHueM Metona Kpuka. Ha3zHadaroT JOMOJHUTENBHYIO HHTEPAIbHYIO

NOJJIEPKKY JeueOHbIMU cMecsiMu 69,2% Bpayeill cTallioHapoB, IPU ATOM pacueT o0bema
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POU3BOAUTCS cienyromum obpazom: 7,7% - meronom Kpuka, 1 mo cOOTBETCTBEHHO
30,8% - «Ha THa3» u opueHTHPOBOUYHBIM MeTooM (06beM 10,0-20,0% ot cyTouHoro
panmoHa nuTaHus peOeHka). [Ipu olleHKe BO3MOMKHBIX CIOKHOCTEH Mg pacyera u
KOPPEKIIMM MHUTaHUSA JETAM C TNaJUIMaTUBHBIM CTATyCcOM OOJIBIIMHCTBO Bpauei
amOynaTopHoro (53,1%) u crauuonapHoro (69,2%) UCHBITHIBAIOT HEXBATKY BPEMEHH.
He xBartaer oOywaromux MarepuaioB 1o d3tod teme 43,8% u 46,1% Bpauam
aMOyJIaTOPHOTO M CTallMOHAPHOTO 3BEHA COOTBETCTBEHHO. Cpenu Bpayeil-nenuarpoB
y4acTKOBBIX 12,5% He BUIAT CMBICIA YYUTHCA pPacueTy MHUTAHMS, TaK KaK PEIKO
CTaJIKUBAIOTCS C JE€ThbMH, HyxaarommMmucs B okazanuu [IMII. He wucneiThiBaroT
TPYJHOCTEN MpPU HA3HAYEHUU SHTEPATbHOW MOIAEPKKU B oOmen cinoxHoctu 24,7%
PECIIOHICHTOB.

B 3aknrouenun, Ha Bompoc, eciii Obl Obljla KOMITBIOTEpHAsI MporpaMMa, KoTopas
nomorasa Obl KOMIUIEKCHO OIIEHUTh Tpodonorudeckuii craryc aetsMm ¢ [1C u nmpousBectu
pacyeT HyTpUTHUBHOM noaepkku, 93,8% Bpaueit amOynaTopHoro 38eHa u 100% Bpaudeit
CTAllMOHAPHOTO 3BEHA OTBETWUJIM, UYTO HCIOJb30BaM OBl €€ B cBoell pabore. Ha
OCHOBAHHH aHAJIN3a MOJYYCHHBIX TAHHBIX ObLIa COCTaBJICHA KOMIIBIOTEPHAs IPOrpaMma
JJ1s1 00JIErdYeHHsT OLEHKU TPO(OJOTUUECKOTO CTaTyca, a Takke PeKOMEHIAIMU 10 €ro
KOPPEKIMU. AKTYalbHOCTh CO3/IaHUSI KOMITBIOTEPHON MPOTpaMMbl OblIa 00yCIIOBIIEHA
TPYAHOCTSIMU JUATHOCTUKHU TPOQPOJIOTHUUECKOr0 CTaryca y MaUIMATUBHBIX MAIMEHTOB
JUUIsl Bpaya-Tieiuarpa Ha aMOyJIaTOPHOM U CTallMOHAPHOM 3Tarie.

Kommnbrotepnas nporpamma «OIlieHKa U KOPPEKIHs TPOQPOIOTHUYECKOro cTaTyca
JeTel, HYXIAIONMXCS B OKa3aHUM MAJUTMATUBHOM MEAMIIMHCKOM IOMOIIW» Obliia
anpoOHUpoBaHa BpayaMu OTAeeHus nauatuBHol oMoy (N=6) bY3 BO OJIKbB Ne2.
[Ipn anHanu3e BBISBIEHO, 4YTO MeEAWAaHA 3aTpaTbl BPEMEHHU HAa OJIHOrO TMallMEeHTa
coctasysiet 2,5 [2,0; 4,3] munyThl. [1o 10-6anbHOI 1ikaiie Bpauu oreHuu ynooctso 10
Ha 9,0 [8,0; 9,3] GamroB, mpoctory ucnonb3oBanus wa 10,0 [9,0; 10,0] Gamios,
sa¢pdextuBHocTs - 10,0 [9,0; 10,0] 6amnos, mons3y ot mpumenenus Ha 10,0 [9,8; 10,0]
OamnoB. Takum oOpa3oM, pa3pa0OTaHHBIA NPOrpaMMHBIA NpoAyKT «OleHKa Hu
KOPPEKIHsl  TPOQOJOTHUYECKOTO cTaryca JAeTei, HYXIAIONUXCId B  OKa3aHUU

NaJJIMaTUBHOMU Me,Z[PIHI/IHCKOﬁ IIOMOIIM» MOZKCT HCIIOJIB30BATHCA JIA 3(1)(1)GKTI/IBHOFO
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BBISIBJICHUSI TPO(YUUECKON HEJOCTATOUYHOCTH U OMEPATUBHOTO pacyeTa HEOoOXOIUMOTO
KOJIMYECTBA SHTEPAIBLHOM CMECH, MO3BOJIIONIEH HOPMAalM30BaTh TPOQPOIOTUUECKUIA
craTyc nanveHTta. Ilpm aHanu3e JUTEPATYpHBIX HMCTOYHUKOB, CXOXHX IO
(GYHKIIMOHATBHBIM BO3MOKHOCTSIM KOMIIBIOTEPHBIX IPOrPaMM HAMHU BBISIBJICHO HE OBLIO.

[Ipy wW3ydeHUM MPOAYKTOB, NPEACTABICHHBIX HA PBIHKE MPOrPAMMHOIO
oOecrieueHusi B chepe OUEHKH U KOPPEKLIUHU TPOHUUECKONH HEIOCTATOYHOCTH y AETel
OBLIIM BBISIBJIEHBI CIEAYIOLINE TPOrPaMMHBIE PELICHUS:

1. KomnerlotepHas nporpamma «MOHUTOPUHT  (U3HYECKOTO  Pa3BUTHUS U
HyTputuBHOro craryca» (HyrpuMon) npeanazHaueHa ais oOecriedyeHus Pa3oBbIX U
CUCTEMATUYECKUX OOCIEAOBAHMM JIeTed M B3POCIBIX MO IMOKa3aTeasiM (PU3MYECKOro
pa3BUTHA U MUTAaHUS C IEJbI0 OOOCHOBAaHUS KOHKPETU3UPOBAHHBIX HOPMATHBOB
notpebsieHust (10 HYTPUEHTHOMY coOcCTaBy). JlaHHas mporpaMma HE YYHUTHIBAET
OCOOCHHOCTH (PU3MUECKOTO PAa3BUTHUS U TPO(OJIOrMUYECKOTO cTaryca peOeHKa,
HY’KJIAIOILIEr0oCs] B OKa3aHUM NAJUIMaTHUBHOW MEIMLMHCKOW moMouiy. B cBs3u ¢ 3TuM,
JeTM C MNaJJIMATUBHBIM CTaTyCcOM, IJisi JMArHOCTUKU W KOPPEKIUH TPOPUUYECKON
HEJ0CTaTOYHOCTU HEOOXOAMMBI CIEMaIbHble METOJbl, KOTOPbIE HE NPEACTaBIICHBI B
JTAHHOM MPOAYKTE.

2. [Iporpammer 1C: omkonsHoe nutanue u 1C: llkonbHbli OydeT npennasHaueHa
JUISl aHAJIM3a MIUTAHKS 30POBBIX AETEN € yUETOM UX BO3PACTa, YIOP B 3TUX INPOrpaMMax
JienaeTcsl Ha y4eT NPOAYKUMM M aHalIW3 MHILEBOM LIEHHOCTH, COCTaBJIEHUE MEHIO.
JlanHble MporpamMMbl HE MO3BOJIAIOT KOMIUIEKCHO OLUEHUTh TPO(OIOrHuecKuid cTaTyc,
busznueckoe pa3BUTHE Yy JE€TeH, HYXJAOUMXCS B OKa3aHUM MNaJUTMATUBHOU
MEIUIIMHCKON MOMOIIIH.

3. Kowmmbrotepusie mnporpammbl «KommiekcHas cucteMa OLIGHKH OelKOBO-
DHEPreTUYECKOW HEAOCTAaTOYHOCTH M pacyeT ONTUMAJIIBHOM JUETOTEpAaluU JETEM,
OO0JBHBIX MYKOBHCIIU030M» U « MOHUTOPUHT HyTPUTUBHOIO CTAaTyCa, palliOHA TUTAHUS
U (PEepMEHTHOM Tepanuu IpHU MyKOBUCIUA03€» aKTUBHO HCIOJB3YIOTCS AJI paccueTa
CTENEHU OEIKOBO-3HEPreTUUECKOM HEIOCTATOYHOCTH U TOMOTarT Cc(HOpMUPOBATH
VHIMBUIYAJIbHBIN PAllMOH NMUTaHUS PeOEHKY, OOJbHOMY MYKOBHUCIIHIO30M, C YYETOM

JIOTIOJTHUTEILHON SHTEepaIbHOM Koppekiuu [7, 22]. UX ycrenHo MOKHO HCIIOJIb30BaTh
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JUTSL OTICHKHA W KOPPEKIMH TPO(OJOTUYECKOTO cTaryca y JAETeH ¢ MYKOBHCIHIO030M,
KOTOpBIC HYXJIAIOTCS B OKa3aHWM NaUIMATUBHOM MEIUIMHCKOM momomu. [Io Hammm
JTAaHHBIM, TAKUX JETEH HACUUTHIBACTCA 3 YEIIOBEKA.

Takum 00pa3om, pe3yNbTaThl, IMOJIYYEHHBIE B XOJI€ CO3JaHUS KOMITBIOTCPHOM
nporpaMmbl «O1ieHKa ¥ KOPPEKITUsS TPO(POJIOTHIECKOTo cTaTyca IeTeH, Hy K IaloIMUXCs B
OKa3aHWU NaJJTMaTUBHOW MEAUIIMHCKOW MOMOIIN», MOTYT UCIIOJIb30BaThCS B OT/ICJICHUHN
OKa3aHUs TMaJUTMaTUBHOM TIOMOIIM JAETSIC, HEBPOJIOTMYECKUX OTIEIEHUsAX. Takxke
porpaMMHOE  OOecrieueHHe MOXEeT ObITh NPUMEHEHO Ha  aMOyJIaTOpHO-
MOJMKIMHUYECKOM JTalle OKa3aHWs TMaUIMaTUBHOM MEIUIIMHCKON TOMOIIM U B
peadMIUTAMOHHBIX IIeHTpax. JlaHHBIM mporpaMMHBIM MOAYJIh OyJeT BOCTPEOOBaH B
BpayamMu-rnieuaTpaMu aMOyaTopHoro 3BeHa (B . BopoHexe 19 neTckux noiukiInHuK),
B OTICICHUM MamuaTuBHOM momoru (Ha 0Oa3ze OJIKB Ne2), B comaTHueckux
otneneHusx, neHrpe peadbmmmranuu ("llapyc Hamexnap"), 23 koMMepUYeCKUX YaCTHBIX

HCHTpax.
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BbIBO/1bI

1. PacnpocTpaneHHOCTh 3a00JI€BaHUM, MPU KOTOPHIX CO3JAIOTCS YCIOBUS MJIs
OKa3aHMsI MANIMaTUBHONW MEIUIIMHCKON momoly, B BopoHekckoi 001acTi COCTaBIISIET
0,9 na 1000 nerckoro HaceneHus. B HO30J0rMYeCKON CTPYKTYpe KOHTUHIEHTA JETEM,
nonyvatomux IIMIT B Boponexckoit o6imactu, mpeoOiagaroT HEOHKOJOTHYECKUE
3a00sieBaHUsl U COCTaBISIIOT 96,1%. B ymcie HEOHKOJIOTHYECKUX 3a00JIeBaHUM JeTei

HauOoJiee yacTto Berpevarorcs 3adoneBanust [IHC u cocraBisoT 66,7%.

2. Bce rocnuTanu3upoBaHHBIE JIE€TH, HYXJAIOMIKUECS B OKAa3aHWH MAJJIMATUBHOU
MEJUIIMHCKOW TIOMOIIM, UWMEIOT HYTPUTHBHBIM PpUCK, TPU OTOM COIJIACHO
ckpuHuHroBomy omnpocHuky STRONGkids 53,9% nereli uMMerOT BBICOKMH pHCK
HEJI0OCTaTOYHOCTH MUTAHUA.

3. IIpu onenke nedunurta xejae3a y A€Tel ¢ MaJUTMATUBHBIM CTaTyCOM MeJIMaHa
ypoBHsI (heppuTHHA Tpu noBbIIIeHHOM ypoBHe CPb cocrasmiia 53,2 [37,0; 65,7] ar/min, a
npu HopManuzamuu ypoBHs CPb nHaxommmace B mpemenax 5,9 [3.,5; 21,5] ar/mn
(p=0,0001), mpu KOppeNSIUMOHHOM aHaJIU3€ 3HaYeHUM ypoBHA (QepputuHa u C-
pEaKkTUBHOrO Oelika, MOJIydeHa MOJIOKHUTENIbHAsI KOoppelsiuuoHHas cBsizb R=0,74 npu
p=0,0001. IIpyn HamMuYUMKU BOCHAIUTEIBLHOIO MpOLECCAa UMEET MECTO OMOCPEIOBAHHOE
yBEJIMYEHHE PEeppUTHHA.

4. Tlpu WCHONB30BaHUM IHTEPATBHBIX CMECEHl O CPaBHEHHUIO C IMHIIEBHIMU
MPOJYKTAMU MHUTAHUS CTATUCTUYECKU 3HAYMMbIE M3MEHEHUS OCHOBHBIX TOKazaresei
Tpoduueckoit HemoctarouHocTH (MemuaHa Z-score MMT/Bospact -1,1 [-1,8; -0,8]
npotuB -1,8 [-2,2; -1,3]) npu p=0,016 mpoucxomsar k romy. K 3tomy ke CpoOKy
Ky[MpOoBaJIach TPOPUUECKas HEJOCTATOYHOCTb Y JIETe OCHOBHOM IpYMIbl PaAKTUYECKU
B moJioBuHe ciydaeB (42,7%), Torga Kak B KOHTPOJBHOW rpymme Toibko y 9,5%
nanueHToB. [Ipu 3ToM Hambosee BBIpaKCHHBIC TEMIbI NMPHOABKU >KUPOBOM MacChl
OTMEUaIOTCS K 3 MeCsIly IPUMEHEHHU JIe4eOHOTr0 MUTaHUs, a MBIILIEYHOU K 6-9 mecsIy.

5. Ilpu onienke TpoGOJIOTHUECKOTO CcTaTyca NETeH, HYKIAIOIMMUXCI B OKa3aHUHU
[IMII, wucneiThiBatoT TpyaHocTH 56,2% Bpauedt amOynaTtopHoro 3BeHa, 53,8% -

cTalmoHapHoro. Pa3paboTaHHasi KOMIbIOTEpHas MporpaMma Mo3BOJsieT 3P(HEKTUBHO
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OIICHUTh U CKOPPEKTUPOBATh TPOPHUUECKYI0 HEIOCTATOYHOCTh TIPH OKA3aHHH

MAJUTMATUBHOU ITOMOILHM JIETAM C JIFOO0N HO30JIOTHUEN.
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INPAKTUYECKHUE PEKOMEHJIAIINUN

1. Jlns HakomiaeHHUs, aHalIu3a JaHHBIX, COCTABJICHMS OTYETa O HO30JOTUHU
NajuIMaTUBHOW maTosioru BopoHexckoil o0nacTy MoxeT ObITh MCIOJIb30BaHa Oa3za
naHHBIX «Peructp mammatuBHOW —maTtoyiormu  BopoHexckoit obmactm»y  (RU
2022621070). Peructp mNalgMaTUBHOM TMATOJOTHMM HMEET MEIUKO-COIUAIBHYIO
3HAYUMOCTh, M MOXET OBbITh PEKOMEHJOBAaH ISl TUIAHUPOBAHUSA OpraHU3aluu
MEpPOIPUATAA 1O OKA3aHUI0 NaJUIMATUBHOM  MEIMIMHCKOW IIOMOIIH  JIETSIM
Boponexckoii o61acTu.

2. CKpuHUHTOBAas LIKaJla OLIEHKU pucka HepocTtaTouHocTy nutanus STRONGkids
MOXET HCIOJb30BaThCS B TEPBbIC CYTKH TOCIHUTAIM3ALMM JETEH, HYXIAIOUIUXCS B
OKa3aHWW NaJUIMATUBHOM MOMOILHU, JJI1 BBISBICHUS CTENEHU HYTPUTHUBHOTO PHCKA.
[TaniieHTaM C BBICOKMM PHUCKOM HEIOCTATOYHOCTH MHUTaHUS HeoOXxoauma Ooliee
yrayOJeHHas olleHKa TPOoQOJIOTUIECKOro cTaryca.

3. Ouenky ypoBHS (eppuTHHA B paMKaX KOMIUIEKCHOW XapaKTEePUCTUKU
TpoOJIOTUYECKOro cTaryca y AeTed clieayeT MPOBOAUTL COBMECTHO ¢ C-peakTUBHBIM
oenkom. IIpu ypoBae CPb BhIlie pepepeHCHBIX 3HAaUCHUI HElleIeco00pa3HO OIEHUBATh
dbeppuTHH Kak MapKep 3araca xxesnesa.

4. JInst onTUMU3AIMN KOMITJIEKCHOM OIEHKH TPO(OIOTHIECKOTO CTaTyca ¥ pacuera
HEOOXOMMOro 00beMa JIOMOJIHUTEIHLHON SHTEpPATbHOM MOIACPKKH IeIeco00pa3Ho
UCIIOJIB30BaTh MporpamMMHoe odecrieueHre «OLeHKa U KOPPEeKIus TPo(oIoruuecKoro

cTaTyca JIeTeH, HyKIaloIMKUXCcs B OKa3aHUH MaJTTHaTUBHON MeauITMHCKO# momomm» (RU

2024618685).
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NEPCIIEKTUBBI JAJIBHEHIIENA PASPABOTKH TEMbBI

[IpeacTaBnsieT HHTEPEC U3YICHUE TOTPEOHOCTH ACTEH, HYKIAIONTUXCS B OKa3aHUN
MaJUTMaTUBHOW MEIUIIMHCKON MOMOILH, B SHEPTUU IIyTEM METOJIOB MPSIMOUN ¥ HEMPSAMOU
KaJIODUMETPUHU, OIEHKAa J(PPEKTUBHOCTH TUETOTEPANMA C TIOMOIIBI0 Pa3TUIHBIX
SHTEPATIbHBIX (POPMYINI TPU pa3IMYHBIX CHOCO0axX MpueMa MUIIM (HO30TacTpabHBIN
30H]I, TaCTPOCTOMA), a TAKKE U3yUEeHHUE BO3MOKHOCTEH NMEepUHATAIIbHON MaJNTUATUBHON

noMoI B BopoHnexckoi o6macTu.
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IMPUJIOKEHHUE 1. ®opma nHGOPMUPOBAHHOTO J0OPOBOJIHLHOTO
coryacust

NudopmupoBanHoe 100poOBOJIbLHOE COTIACHE HA
y4yacTHe B HCCJIeJOBAHUH

TloanuceiBas MaHHBIA TOKYMEHT, s MTOATBEPKIAI0, UTO Bpad mpouHGopMupoBai(a) MeHSI 00
UCCIIelyeMBIX TIperaparax, CHnoco0e WX TPUMEHEHHs, BCeX IUIAHUPYEMBIX OO0CIeIOBaHUSMX,
BO3MOXXHOH TIONb3€, PHCKAaX M HEXEJAaTelIbHBIX SBICHUSAX, KOTOphIE MOTYT OBITH CBSI3aHBI C
HACTOSIIINM HCCIIEIOBAHUEM.

S moaTBepKat0, YTO BHUMATEIHHO MPOYNTAN(a) U TIOHOCTHIO MOHSUII(a) U3JI0KEHHYIO BBIIIIE
uHpopManuo. S 3asBIsAI0, YTO BCe HE3HAKOMBIE CIIEUATbHbIC TEPMUHBI ObUIM MHE pa3bsICHEHBI, U
4TO 51 IMeTi(a) BO3SMOXKHOCTh 337aTh BCE HHTEPECYIOIINE MEHS BOIIPOCHL. Sl Takke MOATBEPKAAI0, YTO
IoJTydnyI(a) Ha BCE BOIPOCHI IMOHSATHBIE MHE OTBETHl. MHE M3BECTHO, YTO B JIF0O0E BpeMs S MOTY
OTKAa3aThCs OT y4acThsi MOETo peOeHKa B MCCIICJOBAHUM, NIPH 3TOM MOW peOCHOK He OyAeT JIMIIeH
HUKaKUX CBOUX MPaB U MPEUMYILECTB.

Sl moHMMaro, 9TO TaHHBIE MEIUITMHCKOTO XapaKTepa MOeTo pedeHKa OyIyT HCIIOIb30BaThCS B
OTYETax ¥ IMyOJUKAIUAX IO JAHHOMY HCCIIEIOBAHUIO B 00€3TMUYEHHOM BHUJIE.

[MoanuckiBass Gpopmy HMHPOpMUpOBaHHOTO corjacusi, s Jar0 CBOE corjacMe Ha AOCTYH K
[IEPCOHABHBIM U MEUITMTHCKUM JAaHHBIM MOETO peOeHKa B paMKaxX Ha0JII01aTeIbHOTO HCCIIEIOBaHUS
1 UX 00paboTKy Aus 1ienieii HabmroaaTeThHOTO NCCIIEIOBaHUS B COOTBETCTBUH C 3aKOHOAATEIHCTBOM
Poccuiickoii @enepanuu ciaeayonUM OpraHu3alusaM 1 JULaMm:

e MEIWIIMHCKOW OpTraHW3allii, OTBETCTBEHHOW 3a MPOBEAcHNE HAOII0JaTeTbHOTO HCCIIEI0OBAHMS;
® MOHHTOpPaM U ayAUTOpaM HaOIIOAaTEeIHHOTO CCIIEJOBAHNS;
e o(duNMATEHBEIM TPENCTABUTEISAM YIOJHOMOUYEHHBIX oOpraHoB Poccmwiickoit demepamuu u
WHOCTPaHHBIX TOCYIapCTB B chepe 0OpaIeHus TIeKapCTBEHHBIX CPEICTB.
S moaTBeprk a0, 94To moyuni(a) sk3emrusip MapopMupoBaHHOTO coriacus.

51 naro cBoe JOOPOBOJILHOE COTJIACHE HAa yYacTHEe MOEro peOeHKa B JAaHHOM HCCIICIOBAHHH.

®.U.0 npeacTaBuTeIsl NANMEHTA MOJHOCTHIO (Pa300PUNBO)

Tenedon:

®.N.0. nanueHTa NOJIHOCTHIO (Pa300PYUBO)

Hata poxxJieHus nauuenTa T.

HO,Z[HI/ICI: MNpEACTABUTECIIS MMAlUCHTA

JaTta BpeMs

S noaTBepkaao, YTo 00BACHUI POTUTENIO ALUEHTA U TALUEHTY CyTb, LEJIM U MOTEHIUANbHBIN
PHUCK JaHHOTO HMCCIICAOBAHMSA, U YTO POJMTENb MalUeHTa, OyIydd MOJHOCTHIO MH(POPMHUPOBAHHBIM,
JOOPOBOJIBHO COTJIACHJICS HA Y4acTHE CBOETro peOeHKa B HCCIICIOBAHUY.

®.1.0 Bpaua (pa30opunBo)

IToanuce Bpaua Hata
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HPUJIOKEHMUE 2. CkpyHMHIOBas KA PUCKA HEJ0CTATOYHOCTH
mutanust STRONGKIds

DOUO: Otnenexnue:

JlaTa poxnenus: JlaTa moctymienus
Bospact Hb Ne

Jnarnos OUO Bpaya:

* JInst onenku pucka HIT meteii (B Bozpacte 1 Mec. — 18 5ieT) onpoc npoBoauTcs B epBbie 24 4 MOCTYIUICHHSI B CTAllMOHAD
**CKPUHHUHTOBBIA OMPOCHUK HYTPUTHUBHOTO PHCKA COCTOUT U3 4 MHKTOB, TIEPBBIC 2 MYHKTA 3allOTHIIOTCS METUIIMHCKAM
IIEPCOHAJIOM CaMOCTOSITEIIbHO, BTOPBIE 2 IIYHKTA 3aMIOJIHAIOTCS] HA OCHOBAaHUHM JaHHBIX aHAMHE3a, COOPaHHOIO Y

poautenein

***KakIpli MyHKT COJAEP>KUT BOIPOCHI, OJI0KUTENBHBII OTBET Ha KOTOpBIE olleHnBaeTcst B | wiu 2 6anna;
MaKCHMaJbHas CyMMa 0aJuioB 5
*4**]Ipu COMHEHUH, OTBET CYUTATh OTpHUIAaTenbHBIM (0 6aoB)

Cyﬁ'beKTHBHaH KJIMHHYICCKAasA OICHKA

MO’KHO JI1 Ha OCHOBaHUH CyOhEKTUBHOM KIIMHUYECKOM OIICHKH CKa3aTh, YTO y MAI[MCHTA
€CTh HeJJOCTATOYHOCTh MUTAHMS (HEAOCTATOYHAS BEIPAYKEHHOCTb ITOIKOKHOKHPOBON
KJIETYATKH W/WIIA MBIIIIEYHOW MacChl M/MIIM UCXY IaBIIIee JIHII0)?

Her Ja=1 6amn

3a0oJieBaHMA BHICOKOI0 PUCKA

Ecth mu y manmenTa 3aboseBanue, cBsizaHHOe ¢ puckoM pa3sutust HIT (cM. Tabiuiy Hroke)

WY NALUMEHTY IUIAHUPYETCsl OOLIMPHOE XUPYPTUUECKOE BMEIIATEIbCTBO?

Her Ja=2 6amna

Tabnuma: 3aboneBanus, cBsI3aHHBIE C BRICOKUM puckom HIT

Bpouxonerouynas aucmnazus
(MakcuMabHBIA BO3pacT A0
2 met) BocnanureasHbIC
3a00JIeBaHUs KUILIEUHUKA
3anep)kka yMCTBEHHOTO
pa3BUTHS/yMCTBEHHAS
OTCTaJIOCTh

Mertabonndeckue 00Ie3HN
MykoBucuu103
HemonomeHnHnocts (10
CKOPPEKTUPOBAHHOTO
BO3pacTta 6 Mec.)
Helipombiieunslie
3a0oneBaHus

HepaHas aHOpekcus

Oxoru

ITankpearut [lnanupyemoe
OOIIMPHOE XUPYPTUUECKOE

BMEIIATEeICTBO

Pax

CHHIIPOM KOPOTKOH KHUIIIKU
crma

TpaBma

XpoHUYECKOe cepAeUHO-
cocyaucroe 3a00JieBaHUE
XpoHnyeckoe 3a0oieBaHIe
HOYeK

XpoHuueckoe 3a0oJieBaHne
neuenu Llenmakus

Jpyroe (ycraHaBiIuBaeT
Bpay)

HenocraTtounoe MOCTYIUVICHUE U TMTOTEPA MUTATEC/IbHLIX BEIHICCTB

Wmeetcs 1 XOTsI ObI OJTHO W3 CIICIYIOIINX MPOSBICHMIA?

Her Ja=1 0amn

BripaxkenHast quapest (=5 pa3 B ieHb) W/uiu pBoTa (>3 pa3 B JICHb) B TeUeHHE NOCIEAHUX 3 THel

YMeHbIeHne MoTpeOICHHsI MUY B TEYCHUE HECKOJIBKUX JHEH 10 TOCITUTAIM3AINH (32
HCKJIIOYEHHUEM TOJI0JIaHMs, CBA3AHHOIO C Pa3JIMYHBIMA MAHUITYJSILUSMU WIH TIEPE
XUPYPTUUECKIM BMEIIATEIILCTBOM )

PeGeHoK Ha MOMEHT MOCTYIUICHHUS yKe MOIy4YaeT Ha3HAUYE€HHYI0 HYyTPUTHBHYIO MOJIEPKKY

HeB03MOKHO yIOBIETBOPUTH (PU3HOJIOTHYECKHE TTOTPEOHOCTH B MTUINEBBIX BEIIECTBAX M3-3a 00N

[orepst MT wim Henoctaroynas npudbaska MT

HNmeercst im motepst miin orcyrerBue npudasku MT (nis gereit 1o 1 rona) B Teuenne

MOCJICAHNX HeAeIb-MecsaneB?

Her Ja=1 Gann

CYMMA BAJUIOB (MmakcumMyM 5 6a/i10B)

Puck HII u Heo0X0AUMOCTH MepPONIPUATHIA

4-5 damioB Bricoxnii

KOHCYJ'II)TaIII/ISI Bpadya U AUETOJIOTa IJIA YTOUHCHUS JUarHosa
Hasnauenue PIH,Z[I/IBI/I,Z[yaJIBHOﬁ Hy’I‘pI/ITI/IBHOﬁ NOAACPKKHA U z[anLHeﬁmee Ha6J'HO,Z[CHI/I€.
Hauats ncrionp3oBadue CIICIIUAJIM3UPOBAHHBIX cMmecei METOJOM CHUIIMHIA

1-3 6anma YMepeHHBIH

O6cyanTe ¢ TMETOIOrOM BO3MOKHYIO KOPPEKIHIO MUTAHUS MAIlUeHTa

B3BemuBanue 2 pasza B HEEIO

HOBTOpHaﬂ OLICHKA HYTPUTUBHOT'O PUCKA YCPEC3 HEACIIO

0 6ayutoB Husknit

Her He06X0MMMOCTH B KOPPEKIIMH ITUTAHUS
PerynspHo B3BEeIINBATh HA MIPOTSHKEHUN TOCIIATATN3AIIAN
IToBTOpHAs OlIEHKA HYTPUTHUBHOI'O PUCKA Yepe3 HENEIIO

Hult JM, Zwart H, Hop WC, Joosten KFM. Dutch national survey to test the STRONGKids nutritional risk screening tool in hospitalized children. Clinical Nutrition 2010; 29:106.
Pycckosi3biunas anantuposansas Bepeusi: H.I'. 3sonkosa, T.D. Boposuk, B.B. Yephukos, D.I'. Temmxsin, C.IL Supik, A.IL. @ucenko, M.B. Bunspckast, E.B. AutoHosa (2022)
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IMPUJIOKEHMUE 3. Aukera 11 Bpadyeid aMOyJIaTOPHOTO M

CTAIUOHAPHOTO 3B€HA NJId BbISABJICHHUA prI[HOCTeﬁ OIICHKH

TPO(OJIOrHYEeCKOr0 CTATYCA IeTeH, HYKAAIUXCH B OKA3aHUU

NaJJIMATUBHOM MCI{HHHHCKOVI nomMommu

Ne

1) Mecto paboThl [MonmuknuHMKa, CTAIMOHAD
2) ITon M, K

3)Ckoapko BaMm mmoytHBIX j1eT?

4)Crax

5) KonnuectBo neteii ¢ [1C Ha y4yacTke/Koa-BO A€TEH C
I1C, koTOpBIE TOCTIUTATH3UPYIOTCS B CTAIIMOHAP B MECSII]

6)13 HUX perynspHO NPUXOIST Ha
PUEM/TOCTTUTATIM3UPYIOTCS

7)Cunbiranu in Bei o nporpammax BO3 Anthro u
Anthro+? Ucnone3yete nu Bbl ux B cBoeii nmpakTuke?

1)cnpimarn(a), HO He UCTIONB3YI0
2) He cnplman(a) ¥ He UCTIOIB3YI0
3) cnprman(a) ¥ UCIOIB3YIO

8)Kak gacTo BBI MpoBOAWTE aHTpOIIOMETpHIO eTsiM ¢ [1C
B aMOyJIaTOPHBIX YCIOBHSX?

1)1 pa3 B 6 mecsitieB
2)1 pa3 B 3 mecsna
3) 1 pa3 B mecsIg

4) 1 paz BTOJ
9)Kak gacto BbI mpoBoanTe antpornometputo aetsm ¢ [IC | 1) 1 pa3 B Hex
B CTallMOHAPHBIX YCIOBUAX? 2) 2 pa3 B Mec

3) 1 pa3 B Mmec
4) He u3MepsieTcs
5) TOJIBKO MPH MOCTYIUICHUH

10)Eciu Brr e BceM aetsim ¢ [IC npoBoanTe
AHTPOTIOMETPHIO, TO MO0 KAKUM IIPUINHAM?

1)BBHTy TEXHUYECKUX CIIOKHOCTEN (HET
CHENHANTN3UPOBAHHOTO 000PYI0OBAHUS ISt
mpoBejieHnst anTporoMerpuu aetsm ¢ JILIT)

2)BBUY IICUXOJIOTUIECKUX OCOOECHHOCTEH (HE X0Uy
JIOCTABIISATH TUCKOMQOPT peOCHKY U POTUTEIISIM )
3)BBUY HEXBATKU BPEMEHU Ha MIpHUEMe

4)Mama 3HaeT POCT U Maccy Tejia peOCHKa, UCTIOIb3YI0
ee JIaHHbIe

5) TpyHOCTEW He MCIBITHIBAIO

11)Kakum MeTomom Ber oniernBaere aetsm ¢ 11C
¢dusnueckoe pazButre?

D)IeHTriibHbIe TAOIUIIBI (TS 3I0POBBIX JETEH)
2)lleHTHIIEHBIE TAOIUITEI, CIICITHAITHHO pa3paboTaHHbIC
s gerei ¢ JJIIT

3)Tabnuiiamu CUTMaTbHBIX OTKJIOHEHHHA

4) Komnprotepabivu porpammamu Anthro u Anthro+
5) MOOWIEHBIM IPUIIOKEHUEM JUTS TelleoHa
AnthroCalc

6) Unnexkco! gus.paspurtus (Ketie, bpoka u 1.11)

7) OneHHBarO «HA TJIa3», TaK KaK MMEI0 JOCTaTOYHBII
OTIBIT

8) He onennparo

9) ABTOMAaTHYECKH OIICHUBAET MpOTpaMMa JJIs
BEJICHUSI SJICKTPOHHBIX KapT

10) OnennBaro ToapK0 UMT

12)3Haete 11 BbI, YTO TaKOE HYTPUTHBHBIN cTaTyc?

1)ma
2)HeT

13)OnennBaete U BBl HyTPUTHBHBIN cTaTyc aeTsM ¢ [1C?

1)ma, ToCTOSTHHO
2)HeT
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3)uHoraa
14)Ects 1t Ha pabodeM MecTe KaIUImoMeTp? 1)ma

2)HeT
15)OnenuBaere 11 Bbl Ha TIpUEME TONLIUHY TOJKOKHOM 1)aa, TOCTOsIHHO
cknanku y nerew ¢ [1C? 2)HeT

3)uHoTrMa
16)U3mepsiere mu Ber netsim ¢ [1C okpy)XHOCTSH TI1e4a, 1)ma, Bcerma
OKPY>KHOCTb Oellpa, OKPY>KHOCTH MPeIUIeUbs, TPYAU H 2)uHorna

JKUBOTA?

3)He u3Mepsro

17)Ects mu y Bac B monukimauke LleHTp 3M10poBBs?

0) paborato B cTanimoHape
)na
2)HeT

18)[IpoBoUTCS JTH B BAIICH TTOTHKIMHIKE
OMoOMMIIC TAHCOMETPHSI IETSAM (3OPOBBIM H C

1)ma, perymnsapHo
2)HeT, TaKoTO afmapara y Hac HeT

naToJoruei)? 3)He 3HaIO
4)anmapat ecTh, HO HE UCIOJb3YeTCs
19)Mcnions3yere u BbI 151 OIIEHKH HYyTPUTHBHOTO 1)ma, sacto

craryca y pereit ¢ [1C dopmyisr mist pacuera >KUpoBOi 1
MBIIIEYHOH MacCChI A onpeacIiCHUA KOMIIOHCHTHOI'O
cocrapa Tena?

2)HeT, BBUY OOJBIINX 3aTPaT BpEMEHHU
3)HeT, 51 0 HUX He CIbIman(a)

20)IIpoBomuTe M BBl aHATTN3 (PAKTUIECKOTO TTUTAHUS Y
neteit ¢ [1C (aHanu3 3x THEBHOTO palMoHa, PeKUM
MUTaHUS, TEXHUKA BCKapMJIMBAHUS, 00BEM ITUTaHUS)?

1aer

2) HeT, BBUJly HEXBaTKH BPEMEHH Ha IIpUeMe
3)HeT, 3TUM JOJKEH 3aHUMAThCsl TUETOIO0T
4) MpoBOXKY, HO HE BCEM

5)mpoBoxky Bcem aetsim ¢ JLIIT

21)OuenuBaere a1 Bbl ypoBeHb OCHOBHOTO OOMEHA Y
neteit ¢ [1C o hopmynam Xappuca-beneaukra, BO3,
Schofield?

1)uer

2)na

3)uHOTMa

4)HET, HIOTOMY YTO HE XBaTaeT BPEMEHHU

5)HeT, MOTOMY YTO HE BHXKY B 9TOM HEOOXOAUMOCTH

22)Ha3nadaeTe 11 BBI JOMOIHUTEIFHOE SHTEPAIEHOE
nutanue getsam ¢ 11C

1) HET, TUM JOJKEH 3aHUMAThCS TUETOIOT
2) na, Ha3HAYaIo

23)Kak BBI paccUMTHIBaETE JOMOTHUTENHHBIN 00BEM
nutanus getsMm ¢ I11C?

1) HE paccUNTHIBAIO

2) mpUMepHO, «Ha I1a3»

3) meton Kpuka

4) 15,0-20,0% ot o0beMa mUTaHus

24)Kakue CI0XHOCTH TIPU pacyeTe MUTaHHUs

1) He XxBaTaeT BpeMeHH
2) He xBaTaeT 00yJaroIUX MaTepUaIoB
3) MaJo MauMeHTOB, HOITOMY HE BHXKY CMBICIIA

YUUTBCS
4) He UCTIBITBIBAIO CIOKHOCTEH
25) Ecnu Ob1 Obls1a KOMIBIOTEPHAS IPOrpamMMa At 1) na
pacueTta JIOMOJHUTEIbHOMN SHTEPATIbHOM MOJACPKKH, BB | 2) HET

OBI €€ HCII0JIBb30BaIn?
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HHPUJIOXKEHMUE 4. IlepuerTH/bHbIe Ta0JMIBI IOKa3aTeIeil 00bemMa
MBIIIIBI VI€YA ¥ TOJIUHBI TPULENCA Yy ieTeil B 3aBUCMMOCTH OT

BO3pacTa M 1moJia

OkpyKHOCTH MbIIbI IW1eYa (Mm). [lepuenTiim. MyKunHbI

Bo3zpact 5 10 25 50 75 920 95
1-1,9 110 113 119 127 135 144 147
2-2,9 111 114 122 130 140 146 150
3-3,9 117 123 131 137 143 148 153
4-49 123 126 133 141 148 156 159
5-5,9 128 133 140 147 154 162 169
6-6,9 131 135 142 151 161 170 177
7-7,9 137 139 151 160 168 177 190
8-8,9 140 145 154 162 170 182 187
9-9,9 151 154 161 170 183 196 202

10-10,9 156 160 166 180 191 209 221

11-11,9 159 165 173 183 195 205 230

12-12,9 167 171 182 195 210 223 241

13-13,9 172 179 196 211 226 238 245

14-14,9 189 199 212 223 240 260 264

15-15,9 199 204 218 237 254 266 272

16-16,9 213 225 234 249 269 287 296

17-17,9 224 231 245 258 273 294 312

18-18.,9 226 237 252 264 283 298 324

OkpykHOCTb MbILIbI IU1e4a (MM). [TepuenTiam. ZKeHIuHbI

Bospact 5 10 25 50 75 90 95
1-1,9 105 111 117 124 132 139 143
2-2,9 111 114 119 126 133 142 147
3-3,9 113 119 124 132 140 146 152
4-4.9 115 121 128 136 144 152 157
5-5,9 125 128 134 142 151 159 165
6-6,9 130 133 138 145 154 166 171
7-7,9 129 135 142 151 160 171 176
8-8,9 138 140 151 160 171 183 194
9-9.9 147 150 158 167 180 194 198

10-10,9 148 150 159 170 180 190 197

11-11,9 150 158 171 181 196 217 223

12-12,9 162 166 180 191 201 214 220

13-13,9 169 175 183 198 211 226 240

14-14,9 174 179 190 201 216 232 247

15-15,9 175 178 189 202 215 228 244

16-16,9 170 180 190 202 216 234 249

17-17,9 175 183 194 205 221 239 257

18-18,9 174 179 191 202 215 237 245
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Tomuuna KoxKHOi ckaaaku HaA Tpuuencom (mm). [lepuentnim. MyxKunnbl

Bo3pacr 5 10 25 50 75 92 95
1-1,9 6 7 8 10 12 14 16
2-29 6 7 8 10 12 14 15
3-3,9 6 7 8 10 11 14 15
4-49 6 6 8 9 11 12 14
5-5,9 6 6 8 9 11 14 15
6-6,9 5 6 7 8 10 13 16
7-7,9 5 6 7 9 12 15 17
8-8,9 5 6 7 8 10 13 16
9-9,9 6 6 7 10 13 17 18

10-10,9 6 6 8 10 14 18 21

11-11,9 6 6 8 11 16 20 24

12-12,9 6 6 8 11 14 22 28

13-13,9 5 5 7 10 14 22 26

14-14,9 4 5 7 9 14 21 24

15-15,9 4 5 6 8 11 18 24

16-16,9 4 5 6 8 12 16 22

17-17,9 5 5 6 8 12 16 19

18-18,9 4 5 6 9 13 20 24

Tommmna KoxHO# ckaaaku Haja Tpuuencom (Mm). Ilepuentiim. ZKenmunbl

Bo3spacr 5 10 25 50 75 90 95
1-1,9 6 7 8 10 12 14 16
2-2,9 6 8 9 10 12 15 16
3-3,9 7 8 9 11 12 14 15
4-49 7 8 8 10 12 14 16
5-5,9 6 7 8 10 12 15 18
6-6,9 6 6 8 10 12 14 16
7-7.9 6 7 9 11 13 16 18
8-8,9 6 8 9 12 15 18 24
9-9,9 8 8 10 13 16 20 22

10-10.9 7 8 10 12 17 23 27

11-11.9 7 8 10 13 18 24 28

12-12.9 8 9 11 14 18 23 27

13-13,9 8 8 12 15 21 26 30

14-14,9 9 10 13 16 21 26 28

15-15.9 8 10 12 17 21 25 32

16-16,9 10 12 15 18 22 26 31

17-17.9 10 12 13 19 24 30 37

18-18.9 10 12 15 18 22 26 30




