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BBEJAEHUE

AKTyaJIbHOCTb TEMBbI UCCJICJ0BAaHUA

OneHka HYTPUTHBHOTO CTaTyca NAIMEHTOB CO CHACTUYCCKUMU (HOpMaMH
JETCKOTO TepeOpaIbHOrO Mapaauda MPEICTaBISACT ONMPEACICHHBIE CIOKHOCTH. [l
netent ¢ JILIT xapakTepHbI TUTIEPTOHYC MBIIIII], MHOXXECTBEHHBIE KOCTHBIE JedopmaIii,
KOHTPAKTypPhl CYCTaBOB, KOTHUTUBHBIC M TOBEICHUCCKUE HAPYIICHUS, YTO 3aTPYyTHSCT
MPaBUJILHOE W3MEPECHHE POCTAa M BBI3BIBAET COMHEHHUS B TOJJIMHHOCTH TOJTYYCHHBIX
pesynbTatoB [130]. Jlms OmEHKHM pocTa TAIMEHTOB CO CIIACTHYSCKUMH (popmamu
JIETCKOTO TIepeOpabHOTO Tapainya MOMHUMO CErMEHTApHOTO M3MEPCHHUsI JJIMHBI TeJla B
MOJIOKEHUH JIe)Ka, MOTYT OBITh HCITOJIb30BaHbI aJIbTEPHATUBHBIC METOJbI H3MEPCHUS,
TaKWe KaK BbICOTA KOJICHA | JinHA rojieHu [169].

Y mamumentoB ¢ JIIII 4acto wuMewTCS COMYyTCTBYIOIIME 3a00J€BaHUS:
ractpor3odareanbHas ~ peduirokcHas ~— OOJ€3Hb,  acHUpAIlMOHHAs  MTHEBMOHWUS,
opoMoTOpHasi qucdarusi, CTPYKTypHasi SMUICTICUSL U Jp., IPUBOISIINE K HAPYIICHUIM
HyTpUTHUBHOTrO craryca [37, 68, 112, 182]. HecornacoBanHas paboTa MBIIII] sI3bIKA U
[JIOTKU, HApyIIEHUs B paboTe YeTIOCTHOIrO amnmapara MPUBOISAT K MEIJIEHHOMY
KEBAHUIO, TPYTHOCTSIM TPHU TIOTAHUH, HEOOXOAUMOCTU TOTPEOJICHHS MMUIIHU KUJIKOU U
MOJTYKUAKON KOHCUCTEHIINH, BRICOKOMY PUCKY aCIIUPAIlMU BO BPEMs €/IbI U ITUTHSI, U, KaK
CJIEJICTBHE - K Pa3BUTHUIO HEJIOCTATOUYHOCTH nuTanus [62, 83]. HyrputusHbie GakTopsl,
Takue Kak nedunutr Oenka W KajJopuid B paIlMOHE 3a CUET YMEHBIICHHS o0bheMma
MOTPEOIAEMOM TUTITN, U3BMEHEHHE YHEPTETUIECKOTO 0OMEHA CITIOCOOCTBYIOT HAPYIIICHUIO
pocTa JeTei, TO €CTh Pa3BUTHIO XPOHMYECKON HemoctaTouHoctu nurtanms [102, 146,
184].

Cpenu ManmMeHTOB C JIETCKUM IEepeOpabHBIM MMapaIudoM HEIOCTATOYHOCTh
IATaHUS BBIABIAETCS ¢ dactorod g0 60% [137]. a1 oOBEKTHBHOro aHanmm3a
HyTpuTUBHOrO craryca naerer ¢ JLII kpome aHTpOmOMETpUYECKHX IOKa3aTelen
HeoOXoaMMa OIICHKa >KMPOBOM M OE3KMPOBOM MacChl Tella, TaK KaK OHU HMEIOT

TUHIOTPOUIO U aTPO(PHIO MBIIIL, CHIKEHHYIO MUHEPAIbHYIO MIIOTHOCTh KOCTHOM TKaHH,
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HU3KYI0 (PU3UYECKYI0O aKTUBHOCTh W BBICOKHE YPOBHH JIBUTATEILHBIX HapylieHui [48,
57, 168].

HyTtpuTuBHas moaaepikka sBISIeTCS HEOTHEMIIEMOM YaCcThIO BEJICHUS IMAllUEHTOB C
HEBPOJIOTHYECCKMMH HapyIICHUSIMHA W HampaBlieHa Ha YiIydllleHHe X (H3UIecKoro
pa3BuUTHS U KadecTBa >ku3HU ceMbu [35, 109, 151]. Ilpu ee HazHauenuu mersm c¢ JILIT
HE00XO0IMMO YUYHUTHIBATh HATUYHE KOMOPOHIHOM IMaTOJIOTHH, YTO TPEOYET MPUBJICUCHHUS
MYJbTHIUCIUIUIMHAPHON KOMaH/Bl CIEIUAIMCTOB pa3iuyHoro mpodwmis [25, 96].
[TarueHTsl, UMEIOIINE PUCK Pa3BUTHs HAPYIICHUH IMHIIEBOTO CTAaTyca, CBSI3aHHOIO C
HEaJCKBATHBIM IMTUTAHUEM, JOJDKHBI BBIABISATHCSA B MAaKCUMAJIbHO paHHUE CPOKH, a MX
JedeOHbIC PAIIMOHBI TPEOYIOT PEryJIsIPHOM JIUETOIOTHISCKOM KoppeKiuu [56].

BakHO OTMETHTH, YTO MOAXOJbI, HCIOIb3yeMbIC JJIi OPraHU3alUK ITUTAHUS
3IOPOBBIM JETSIM, HE BCErjJa NMPUMEHHMBI K TMAlMeHTaM C HEBPOJIOTHYEeCKHUMHU
HApYIICHUSIMH, TaK KaK COCTaB HX Teja, MBIIICYHBIH TOHYC, YPOBEHb (PH3NUCCKOU
aKTUBHOCTH U TIOTPEOHOCTH B SHEPTUU M OEIIKe UMEIOT CBOM OCOOEHHOCTH U TPEOYIOT
NEePCOHUPUITMPOBAHHOTO TMOAX0/Aa C O00s3aTeIbHBIM TPUBICYCHHEM CIEIHAINCTA
auerosora [27, 38, 87-88, 122].

Takum oOpa3om, pa3paboTKa alropuTMa IUETOIOTUYECKOTO COMPOBOXKICHUS
MAIMEHTOB C JETCKUM IepeOpalibHbIM MMapaIndoM, B KOTOPOM Ba)KHOE MECTO Oyner
3aHMMaTh OIICHKA IHUIIEBOTO0 CTAaTyca W HYTPUTUBHAS KOPPEKIHS €ro HapyIICHHMH,
MO3BOJIUT TOBBICUTH A((HEKTHUBHOCTh PEAOWIIMTAIMOHHBIX MEPONPHUATHH, YMEHBITUTH

YHCJI0 OCJOXHEHUN M YIIyUIIMTh Ka4eCTBO KU3HU MAlMEHTOB U ux cemeit [38].

CreneHb pa3padOTAHHOCTH TeMbl MCCJIEI0OBAHMS

B Hacrosimee Bpemsi wu3ydeHue (HaKTOpPOB, NPUBOASMIMX K HAPYLICHHIO
HYTPUTHBHOIO CTaTyCa NAl[MEHTOB C JETCKUM LEepeOpaIbHbIM apaInYOM, IPEICTABISET
OCOOBII MHTEpEC IJIsi MHUPOBOTO HAy4dyHOIO COOOIECTBA, O YEM CBHJETEIbCTBYET
YBEIMYECHHE YHCIA MCCIENOBaHMM M MNyOnuKauuid 1o gaHHoW TeMe. OpHako
HCCIICIOBAHMS, IIOCBSIICHHbIE W3YYEHHMIO HYTPUTHUBHOIO CTaryca JeTed  Co

cnacTU4eckuMu (GopMaMH JETCKOro UepeOpalibHOro MNapajivya, BKJIIOYAIOUIUE €ro
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KOMIUICKCHYIO OIICHKY ManounciieHHbl [38]. B Hactosiiee Bpems OTCYTCTBYIOT
pedepeHCcHBbIC CTaHIapThl 1 HOPMBI pocTa Jijis 60ibHBIX ¢ JILII, 9To yacTo MpUBOIUT K
HENPaBUIBHOM OllEHKE UX (PU3MUECKOro pa3BUTHSL.

B Hameit paboTe yCTaHOBJIEHO, YTO OLIEHKA aHTPOIIOMETPUUECKUX MOKa3aTeaen y
NAlMEHTOB C JIETCKUM LEepeOpaIbHBIM MapajJuyoM MPEACTABISET OIpPENEIECHHbIE
CIIO)KHOCTH, a HCIoJib30oBaHue mokazatenss MMT/Bo3pact B KauecTBe €IMHCTBEHHOTO
Mapkepa sl OOBEKTHMBHOM IMArHOCTHKM HapylleHud nurtanus y nered ¢ JUII u
BBISIBJICHUSL HYKJIAIOIIMXCS B JUETOJIOTMYECKOM BMEIIATENBCTBE HEAOCTATOYHO. Jlis
aZIEKBaTHOI'O AaHaln3a HYTPUTHBHOTO CTaryca M COCTaBICHUS WHIAWBHUAYaJIbHOU
pOrpamMmbl JIEYEOHOTO MUTAHUS HEOOXOAMMO JOMOJHUTEIBLHOE NMPOBEJIECHHUE OLEHKH
cocTaBa TeJla C UCMOJIb30BAaHUEM KaJUIIEPOMETPUU U/UIM OMOMMIIEJAHCHOTO aHaINu3a, ’
BHEJIPEHUE JIaHHBIX METOJIOB B IJIaH OOCIIEOBaHUS JETeH C JEeTCKUM LepeOpaibHbIM
Mapajnydom.

BeiiensnoxkeHHoe Mo3BONWIO CHOPMYIHpOBaTh LEdb U 33JaUd HACTOSIIETO

HCCICOAOBAHU:.

eab padoThl

OnpenenuTh CTPYKTYpPYy HApyIIEHHWH HYTPUTUBHOTO CTaTyca JIeTed  Co
cnacTudeckuMu (GopMaMH  JETCKOTO IepeOpaibHOrO IMapajudya U pa3padoTaTh

OIITUMAJIBHBIC MCTObI HHGTOHOFHHGCKOﬁ KOPPCKIHH.

3aaa4m UCCae0BAHNSA

1. IlpoBeCTH KOMIUIEKCHYIO OLIEHKY HYTPUTHUBHOTO CTaryca JAETed pazIu4HOro
BO3pacTa cO CMaCTUYECKUMH (popMaMu IETCKOro LepedpaabHOro napainya.

2. OnpenenuTh pacpoCTPaHEHHOCTh Opo(dapuHreanbHON Auc(aruu y maueHToB
C JETCKUM ILiepeOpalibHbIM MapajuioM B 3aBUCHMOCTH OT TSDKECTH JIBUTATEIBHBIX
HapyILICHUN.

3. OLeHUTh CHEKTP KOMOPOMAHOW MATOJOTHUU Yy OONBHBIX CO CHACTHUYECKUMU

dhopmaMu 1eTCKOTO 1iepedpanbHOTo apainya.
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4, OneHnTh TIOKa3aTeld KOCTHOro Merabonm3mMa Yy JIeTell ¢ JeTCKUM
1epeOpaIbHBIM apaTuIOM.

5. U3yunTh CTPYKTYypy TNHMTaHHS TAIUEHTOB C JICTCKUM IepeOpaabHbIM
apagndoM.

6. O0ocHOBaTh M pa3pabOTaTh CIOCOOBI JUETOJIOTHYSCKOrO COIMPOBOXKIACHUS H
KOPPEKIIMU HEIOCTAaTOYHOCTH THUTAHUS C BKIIOUYCHUEM CHCIHATA3UPOBAHHBIX
MPOIYKTOB SHTEPATBHOTO THUTAHUSA, OLCHUTHh MX 3(PPEKTHBHOCTh B KOMIUICKCHOM

peadMIMTalUK NTALIMEHTOB € AETCKUM LEepeOpaIbHbIM MapagTudoM.

Hayuynas HoBU3HA

BriepBrie B menuaTpuyecKoi MpakTUKE y MAIUEHTOB C JASTCKUM IepeOpabHBIM
MapaJimuoM, MPOBEACH HYTPUTHUBHBIN CKPHHHHT 110 BaJUIUPOBAHHOW PYCCKOS3BIYHOMN
Bepcuu onpocHrka STRONGKidS.

Bnepsbie y gereil co cmnactuueckumMu (opmMamMu JAETCKOTrO LepeOpaibHOrO
napajnya TpOBEJIeHa KOMIUJIEKCHAsl OlEHKa HYTPUTHUBHOTO CTaTyca, BKIIIOYABINAS
aHaIM3 AHTPONOMETPUYECKUX MHJIEKCOB C HCIOJIb30BAHMEM KJIACCUYECKUX U
aNbTEPHATUBHBIX MTAPAMETPOB U3MEPEHUS POCTA, a TAKXKE COCTaBa TeJa.

BriepBrie BhIsiIBIIEHA B3aMMOCBSI3b MEX]Y TSAKECTHIO IBUTATEIbHBIX HAPYIICHUH U
AHTPOIIOMETPUYECKUMHU JTaHHBIMU Yy JeTel €O CchacTU4ecKuMu (OopMaMH JETCKOTrOo
1epedpanbHOro mapainya.

BnepBrie ompeneneHa pacnupOCTPaHEHHOCTh OpodapuHreasbHOl aucharuu y
JIETeH C JETCKUM IepeOpaIbHBIM IapajndoM ¢ Hcroyib3oBaHueM Imkaiasl EDACS wu
AHKETUPOBAHUSI POJIUTENEH.

BriepBeie Ha OCHOBE M3yueHUs MOKa3aTensi KocTHoro Merabonusma 3-CrossLaps
YCTAHOBJICHA B3aMMOCBSI3b MapKepa pe3opOlMHU KOCTHOM TKaHU C TSKECTHIO
JIBUTATEIBHBIX HAPYIICHUH TAIMEHTOB CO CIACTHYECKHUMH (OopMaMu JETCKOTO
1epedpaibHOro napaimya.

BnepBeie o00ocHOBaHa ¥ JOKa3aHa HEOOXOAUMOCTb JIHETOJOTMYECKOIO

COIIPOBOXKIACHHUA I[CTCfI C ACTCKUM H€pe6paHBHBIM mapajin4ioM, HaAIPaBJICHHOI'O Ha
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paHHEe BBISIBJICHHUE MAIIEHTOB CO CHIDKEHHBIM HYTPUTUBHBIM CTATyCOM U IIpOOIeMamH,
CBSI3aHHBIMH C 0€3011aCHOCTBIO MPUEMa TTUIIIH.

BriepBrie nokazana 3GpeKTUBHOCTD BIUSHUS JIEUEOHBIX PAIIIOHOB C BKIIFOYCHUEM
CIICLIMAJIM3UPOBAHHBIX CMECEH SHTEPAIbHOIO MHUTAHUS C IIOBBIIICHHOM NHUILIEBOMN
[IEHHOCTBIO, TIPOJIYKTOB-3aryCTUTEJIC Ha TIOKa3aTeii HYTPUTUBHOTO CTaTycCa,
CHIDKEHHE YacTOTBhl Opo(apuHTeabHOM aucdaruu, pecnupaTOpHBIX 3a00JeBaHUN U

racTpos3ogareanbHOi peIOKCHON 00JIe3HU.

TeopeTuquRaﬂ H MPpaKTUICCKasi SHAYUMOCTb paﬁoTLI

VYcTaHOBIEHO, 4YTO Yy TAIMEHTOB CO CMACTUYECKUMH (PopMaMu JETCKOTO
1epedpasbHOro Mapainya JJisl aeKBaTHOW OLIEHKH aHTPONOMETPUYECKUX TOKazaTesen
CYIIECTBYIOT CJOXXHOCTH, CBSI3aHHBIE C OCOOCHHOCTSIMHU UX (PU3UYECKOTO U
HEBPOJIOTMUYECKOTO CTaTyca.

Hayuyno o6ocHoBaHa HEOOXOJUMOCTh KOMIUIEKCHOW OLICHKM HYTPUTHUBHOIO
cTaTyca C OIpEAeTICHUEM aHTPONOMETPpUUYECKUX HHIEKCcOB (Z-scores MMT/Bo3pacr,
pOCT/BO3pacT, Macca Tejla/BOo3pacT) U aHajiu3a COCTaBa TeJa, YTO MO3BOJISIET B PaHHUE
CPOKHM BBISBISITh HApyHICHUS MUTAHUSA M CBOEBPEMEHHO Ha3HA4yaTh aJIeKBATHYIO
HYTPUTUBHYIO NTOAAEPKKY nersm ¢ LT

Bricokas wactora opodapunHreanbHol aucharuu y TMalMEHTOB C TSAXKEIbIMU
JIBUTATEIbHBIMA HAPYIICHUSIMUA, OOOCHOBBIBAET HEOOXOJUMOCTH IMPOBEICHUS OICHKU
CIIOCOOHOCTH MPUHSTHS UM U KHUIKocTH 10 kKiaccudukaruu EDACS y Bcex nereii ¢
JETCKUM LIepeOpaTbHBIM MapaTudoM.

Ob6ocHoBaHa HEO0OXOIUMOCTh BKJIFOUEHUS ePCOHUPUITUTPOBAHHON
JIMETOJIOTUYECKON MOANECPKKU B KOMIUIEKCHYIO peadMINTAIMIO MAIMEHTOB C JIETCKUM
1epedpaibHbIM MapaJTuyoM U HEIOCTAaTOYHOCTHIO MTUTAHMUSI, YTO MPUBOAUT K YITYUIIIEHUIO
MoKa3aTesied HyTPUTUBHOTO CTaTyCca U CHUKEHHUIO YaCTOThl KOMOPOUHOM MAaTOJIOTHH.

PazpaboTtaHHblil anroOpuT™M JUETOJIOTUYECKOTO COMPOBOXACHUS MAIMEHTOB C
JIETCKUM IIepeOpaibHBIM MapaiItioM B 3aBUCUMOCTH OT UX HYTPUTHUBHOIO CTaryca U

BBIPAXKEHHOCTH OPOMOTOPHOM TUCPYHKIIUU MOKA3aJl BEICOKYIO 3(P(PEKTUBHOCTD U MOXKET
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OBITh BHEJPEH B padOTy MEAMATPUUYECKHX M JETCKUX HEBPOJIOTHUYECKHX OT/ICIICHUN

CTallMOHAPOB.

MeToa0J10rus1 1 METOAbI UCCJIEAOBAHUSA

JInst peanuzaiiuu 1eJIM U MOCTABJICHHBIX 3aJlay MPOBEJICH aHaJIU3 COBPEMEHHbBIX
HAyYHBIX JIAHHBIX OTEYECTBEHHOM W 3apyOeKHOW JHTEepaTyphl MO Tpodieme
O0COOEHHOCTE HYTPUTUBHOTO CTAaTyCa U BO3MOXXHOCTEH €ro KOPPEKIMHU y MAIMEHTOB CO
CIACTUYECKUMHU (POpMaMU AETCKOTO IIepeOpaTbHOro mapainya.

JlucceprannonHas paboTa BBITIOJHEHA B JU3ailHE OTKPBITOIO MPOCIEKTUBHOTO
HCCIIEIOBAHMS C UCTIOIb30BAaHUEM KIIMHUYECKUX, JTa00OPAaTOPHBIX, UHCTPYMEHTAIbHBIX U
CTaTUCTUYECKUX METOJOB C COOJIOJICHHEM MPUHIIUIIOB JOKa3aTEIbHOW MEUIIUHBI.
IIpoBeneH aHanu3 NpUYMH HapylleHUss HyTpuTuBHOro craryca y 102 nmererr ¢ ALII B
BO3pacte oT 2 JeT 10 16 et 9 mecsueB, CBI3aHHBIX HE TOJIBKO HEMTOCPEACTBEHHO C CAMUM
3a00eBaHUEM, HO M C KOMOPOUJIHBIMH COCTOSHHMSIMHU (CTPYKTypHasl SMHIIETICHS,
acnupallMOHHAas ~ MHEBMOHMS,  3alopbl,  HEWpo-opTomeauyecKkas  MaToJorus),
nedUUUTHBIM UTaHueM. Jletu Obun paszzneneHsl Ha 2 Tpynnsl: rpynny 1 cocraBuinu 53
(51,9%) namumenTta, MMEBIIMX TspKenble aBurarenbHeie HapymeHus (GMFCS V-V
YpOBEHb), rpyriy 2 - 49 (48,1%) O0JNbHBIX C JIESTKUMH U YMEPEHHBIE JIBUTATEIbHBIMU
HapymeHussmu (GMFCS [-111 ypoBeHs).

Pabora oto6pena JlokanbHBIM He3aBUCHMBIM dTHYECKUM KomuTeroM ®I'TAOY BO
ITepBeiit MI'MYVY uMm. . M. CeuenoBa (CeueHOBCKUI yHUBEpcUTET). Pogurenu Bcex
MAIMeHTOB, BKIIOYCHHBIX B KCCIICIOBAHUE, NTalu JTOOPOBOIHLHOE HH(POPMUPOBAHHOE

COorjiaCuc Ha y4aCTHC B HCM.

JINYHBIA BKJIAJ

Bkmag aBTopa COCTOMT B  HENOCPEACTBEHHOM AaKTUBHOM Y4YacTUU B
UCCIIEIOBATENICKOM pabOoTe Ha BCEX JTallaX €€ BBINOJHEHUS: aHAIN3€ HCTOYHHUKOB
OTEYECTBEHHOW M 3apyOeKHOHl JHUTepaTypbl, IOArOTOBKE 0030pa JMUTEPATYpHI,

IIOCTAaHOBKE ICJIM U 3aJa4 UCCIIEAOBAHUA, COCTABJICHUU IIJIaHA 1 IM3aiiHa HCCIICA0OBAaHUs,
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pa3pabOTKe METOJUYECKUX MOIX0I0B M UX BBIMOJTHEHUH, (POPMUPOBAHUU 0a3bl JAHHBIX,
BEJICHUM M OOCJIEeIOBAaHWU TMIAIIMEHTOB B CTAIlMOHApE, TPOCIECKTUBHOM aHaJIU3e
MEJUIIMHCKOW  JOKYMEHTaluu, oOpadOTKe W  HMHTEPNpEeTalid  MOJyYCHHBIX
CTATUCTUYECKUX JAHHBIX, BBICTYIUICHUSX HA HAYYHO-TIPAKTHUYECKUX KOH(PEPECHITUSX,
BHEJIPEHUU B MPAKTUKY pa3pad0OTaHHBIX PEKOMEHIAIUN, HA OCHOBAHUU KOTOPBIX OBLIH
c(hOopMyITMPOBAHBI OCHOBHBIC TTOJIOKEHUS JUCCEPTAIIMOHHOTO UCCIICTOBAHMS, BBIBOIBI U

MMPAaKTUICCKUC PCKOMCHAAIINH.

OcHOBHBIE MOJIOKEHU A AUCCEPpTAllM, BLIHOCUMbBIC Ha 3alIUTY

1. letu co cnacTU4eCKUMH PopMamMu JETCKOTO IIEPeOpaIbHOTO Mapaaindya UMEIOT
BBICOKYIO YacCTOTy HapylUIEHUW HYTPUTHBHOTO CTaTyca: HEIOCTaTOYHOCTh MHUTaHUS,
3aJIEPKKY POCTa, PeKe M30BITOUHYIO MAacCy Teja. TspKeCTh ABUTATEIbHBIX HApYIICHUN
KOpPpEIUPYET CO CTENEHBIO HEAOCTATOYHOCTH ITUTAHUS.

2. Ucnionb3oBanue aHTpornomMerpudeckoro nokazatenss MMT/Bo3pacT B kauecTBe
€IUHCTBEHHOTO Mapkepa Uil OUEHKM HENOCTAaTOYHOCTH nuTaHus y aereit ¢ JJUII u
BBISIBJICHUSI HYXIAIOIUXCSl B IUETOJIOTMYECKOM BMEIIATEIHCTBE MATIOMH(OPMATUBHO.
Onenka cocTaBa Tena u/uiM pacueT MpoIeHTa >KUPOBOI MACChI JJOJIKHBI ObITh BKIIOYEHBI
B KOMILJIEKCHOE 00CJIe/TOBaHKE JIETCH ¢ YKa3aHHOMW MAaTOJOTUEH B YCIOBUAX CTallMOHAPA.

3. [TaneHThl € TSOKEIBIMU JBUTATEIBHBIMH HAPYIICHHSIMHU Yallle HWMEIOT
COIyTCTBYIOIIME  3a00yieBaHUsl  (CTPYKTYPHYIO  DIHIICNICHIO,  aCHUpAlMOHHBIE
MTHEBMOHUH, XPOHUYECKHUE 3aMOPhI), @ TAKKE HAPYIICHHS CIOCOOHOCTH MPUHATUS TTHIIN
U OKHIKOCTH, cooTBercTByromue IV-V ypoBuam mno kinaccudukanumu EDACS u
XapaKTepU3yroumecs 3HAYUTEIbHBIMU OTpaHUYCHUSIMU 0e30macHOCTH u
3G (HEKTUBHOCTH THUTAHUS, MO CPABHEHWIO C JETbMU C JIETKUMHA W YMEPEHHBIMU
JIBUTATEJIbHBIMU HAPYIICHUSIMHU.

4. Beicokue mokazarenu B-CrossLaps, Huzkas obecrieueHHOCTh BUTaMUHOM D,
CHIDKEHHasi (pu3nueckass aKTUBHOCTh, TSDKEJIbIC JBUTATENbHBIE HAPYUICHUS, MNPUEM

MPOTUBOCYAOPOKHBIX MPENapaToB SIBISIIOTCS (PAKTOpaMH pHUCKA HApPYLIEHUS KOCTHOTO
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MeTabonm3ma. BeisiBIeHa KOppessiuss MEXIy YpPOBHEM JBUTATEIbHBIX HAPYIICHUN U
koHneHTparueit 3-CrossLaps B CbIBOpOTKE KPOBH.

5. Y 60onbpIIMHCTBA MAIMEHTOB C IETCKUM 1IepeOpaTbHBIM MapaTnioM MOTy4aeMoe
NMUTaHue ObUIO Pa30aTaHCHUPOBAHO MO KOJIMYECTBEHHOMY M KaueCTBEHHOMY COCTaBy,
6onee BeIpakeHHOE TTPH THKETBIX popmax (GMFCS 1V-V), uro npuBoauio kK 1epuiury
oTpeOsIeHUs OeIKa U CHUKEHUIO SHEPTreTUYECKON IEHHOCTH palloHa.

6. Pa3zpaborannas nepcoHnpuUIIMpoBaHHasI HyTPUTUBHAS TMOACPKKA MAIIUCHTOB C
JETCKUM 1IepeOpalibHbIM TapaindoM C BKIIOYEHUEM CIEHHAIM3UPOBAHHBIX CMeEcen
AHTEPAJLHOTO MUTAHUS C TOBBIIMICHHOW OWOJIOTMYECKONM M MHINEBOW IIEHHOCTHIO,
MPOAYKTOB-3aryCTUTENICH OKa3bIBAET TOJIOKUTEIBHOE BIMSHUE Ha TMOKa3aTelu
HYTPUTHUBHOTO  CTaTyca, CHIDKEHHE YacTOThl opodapuHreasibHOM  aucdaruu,

pecrnupaTopHbIX 3a00JieBaHUM U racTpod3odareanbHON pedIrOKCHON 00JIe3HU.

CooTBeTCcTBHE JHCCEPTANNH NACHOPTY HAYYHOI CHIENUATBHOCTH

HuccepranyionHas padoTa COOTBETCTBYET NACHOPTY HAYYHOW CHEIUAIbHOCTHU
3.1.21. Tlenmuatpus; rpymnmna Hay4yHbIX CHEIUATBHOCTEW — KIMHUYECKas MeEAUIMHA.
PesynbTarhl uccienoBanusi COOTBETCTBYIOT 00JIAaCTsIM UCCIEAOBAHUS CIEIUAIbLHOCTH, a
MMEHHO 1. 2 — COBEPIICHCTBOBAHUE TEXHOJIOTUN MUTAHUS, HYyTPUTHUBHON MOJAEPKKU
neTer ¢ 0coObIMU MOTpeOHOCTAMH; 1. 3 — OnTUMH3alKa HAyYHO-HCCIIEOBATEIbCKUX
MOAXOJO0B M TPAKTUYECKUX MPHUHIIUIOB BEAEHUS — JIUATHOCTHKHU, MPOQPUIAKTUKH,
JICYCHUS U peaOUITUTAIINH, a TAKKE COMMPOBOXKIEHUS IETeH C XPOHUYECKUMH OOJIC3HIMU;
n. 6 — CoBepUICHCTBOBAaHUE TEOPETHUUYECKUX, METOJUYECKUX U OpraHU3aIl[MOHHBIX

MTOXO0JIOB K 00ECIICUCHUIO 0COOBIX TOTPEOHOCTEH JIeTe-MHBAIINIOB.

BHEHPEHI/IC PE3YJIbBTATOB HCCJICI0BAHUA B IPAKTHKY

Pe3ynprarel uccnenoBaHus, U3JI0KEHHBIE B INCCEPTALINM, BHEAPEHBI B HAYUYHYIO U
KIIMHUYECKYIO0 Pa0OTy OTAEIEHUS ICUXOHEBPOJIOTUU U TICUXOCOMATUYECKOW MAaTOJIOTHUH,
nabopatopuud OUTaHUA 370poBoro u OonbHOro pedbenka OI'AY «HMMUII 3nopoBbs

neren» Munsznpasa Poccun. Pe3ynbTarel ncciieJ0BaHUsI BHEAPEHBI B JIEKIIMOHHBINA KYpC
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MIPOrpamMMm BEICIIETO 00pa30BaHus (CreUaIuTeTa, OpAUHATYPHI ), IPOTPAMM MOBBITIICHUS
kBamukanuu 1 npodeccuoHanbHo nepenoarotoBku («llegmarpus») Ha kKadenpe
MeUaTpUl U JETCKON peBMaTosioruu KIMHUYECKOro MHCTUTYTA AETCKOrO 3/10POBbSA
nmean H.®. O®unatoa OPI'AOY BO «llepBbiii MOCKOBCKHI TOCYJIapCTBEHHBIM
MenuuuHCKuil yauepcuteT umeHu .M. CeuenoBa» MuHucTepcTBa 3paBoOXpaHEHUS

Poccuiickoit @enepanuu (Ce4eHOBCKUI YHUBEPCUTET).

Crenennb AOCTOBEPHOCTH PE€3YJIbTATOB

JIoCTOBEpPHOCTh U OOBEKTUBHOCTD MOJTYUYECHHBIX PE3YJIbTATOB AUCCEPTAIMOHHOTO
HCCIICJIOBAaHUS  TOATBEPKAAIOTCS  PENpPE3CHTAaTUBHONW  BBHIOOPKOW  MAIlMEHTOB,
JIOCTAaTOYHBIM 00BeEMOM HaOIIOCHUH, HUCIIOJIb30BAaHUEM COBPEMEHHBIX
JMAarHOCTUYECKUX METOJO0B, KOTOPhI€ COOTBETCTBYIOT MTOCTABJICHHBIM IIEJISIM U 33J1auam
paboTel.  HayuHble  MOJOXEHUS,  BBIBOJABI, IPAKTHUUYECKHE  PEKOMEHJAIIUH,
MPEJCTABIICHHBIE B JHCCEPTAIMOHHOM paboTe, MOAKPEIUICHbl YyOeauTeIbHbBIMU
(haKTUYECKMMU JaHHBIMU M OBLITU TIPEACTaBICHBI Ha MEXKIYHAPOAHBIX U HAITMOHAIbHBIX

KOHIpeccax U KOH(EepEeHIUsX.

Amnpodanus pe3yabTaToB

Martepuanbl U pe3yibTaThl UCCIEAOBAHUS JOJIOKEHB U 00CcykaeHbl: Ha X U Xl
MexIUCUUIUIMHAPHBIX ~ HAYYHO-TIPAKTUYECKUX KOHIpeccax C  MEKIYHapOIHBIM
yuactueM «JleTckuii nepedpanbHbIil apaiud U Apyrue HApyIICHUs ABMKCHUS Y JeTel
(Mocksa, 2020, 2021 rr.), Becepoccuiickoil Hay4YHO-TIPAKTUYECKON KOH(EpeHInu c
MEXKJyHapOoaHbIM YyuacTuem «MenuiuHckas BecHa» (Mocksa, 2021 r), Hayusno-
MPAKTUYECKONW KOH(PEPEHITMN CTYACHTOB W MOJOIBIX Yy4YeHbIX «CTyIeHUKUHCKHUE
yrenus» (Mocksa, 2021 1), 53 u 54 Annual Meeting of the European Society for
Paediatric Gastroenterology, Hepatology and Nutrition (Bena, 2021 r, Konenrares, 2022
r), Tperseii Becepoccuiickoii onumnuane «Bupryo3 IleguaTtpum» ¢ MexIyHapOIHBIM
yuactueMm (MockBa, 2022 1), X| BcepoccuiickoM Hay4yHO-TIpaKTUUeCKOM (opyme

«HeotnoxHas nerckas xupyprus u TpaBmaTtoniorus» (Mocksa, 2023 r).
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AmpoOanusi [uccepTaly CoCTOsUIach Ha 3acelnanuu Kadeapbl NeAnaTpud u
JNETCKOW peBMaTojoruM KiMHH4YeCKOro MHCTUTYTa AETCKOTro 340poBbid MMeHU H.O.
®unatroa PI'AOY BO «llepBbiii MOCKOBCKHM TOCYIapCTBEHHBIM MEIUITMHCKHUI
yHuBepcuteT uMenu .M. CedeHoBa» MunucrepcTBa 3apaBooxpaHenusi Poccuiickoii

®enepanuu (CeuenoBckuil yauBepcuteT) ot 14.04.2023 roga npoTtokosn No§.

[y0imkauuu mo TeMe JUCCEPTALUU

ITo pe3ynbpTaTram uccienoBaHusi aBTopoM omyosukoBano 11 paGot, B Tom uucie 3
Hay4HbIE CTaTbM B JKypHajlaX, BKIIOYEHHBIX B [lepedyeHb peleH3upyeMbIX Hay4HbBIX
u3nanuii CeuenoBckoro YHuepcutera/ Ilepeuens BAK npu Muno6puayku Poccuu, B
KOTOPBIX JTOJKHBI ObITh OIyOJIMKOBaHbl OCHOBHBIE HAYUYHBIE PE3YJIbTaThl JUCCEPTALIHI
Ha COMCKAaHME YYEHOH CTeNeHU KaHAuIaTa HayK, 1 - uHas myOJauKauus 1o pe3yjabTaTaM
uccieoBaHus, [ myOauKanmuii B COOpPHMKAax MaTepUaloB MEXKAYHAPOIHBIX U

BCEPOCCUICKUX Hay4YHBIX KOH(MepeHui (13 Hux 1 3apyOeskHast KoHepeHIus).

CtpyKTypa 1 00beM TUCCEPTALUOHHON PadoThI

Juccepranus u3nokeHa Ha 171 cTpaHuIle MalIMHOIMCHOTO TEKCTa U COCTOUT U3
BBEJICHUS, 0030pa JIMTEPATyphl, OMHCAHUS MATEPHAIIOB M METOJOB HCCICAOBAHUSA,
4 tiaBel COOCTBEHHBIX HCCIICIOBAaHMM, 3aKIFOYEHHUS, OCHOBHBIX BBIBOJIOB MO paboTte,
MPAKTUYECKUX PEKOMEHJIAIMK, CIHCKa JIMTepaTyphl, BKIroYaromero 192 HCTOYHUK,
cpenu KoTophix 141 B 3apyOeXHBIX H3JAHUAX, a Takxke 5 mpunoxkenuit. Pabora

WwurocTpupoBana 57 tadnumamu u 30 pucyHKaMHu.
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I'IABA 1. COBPEMEHHBIE METOAbI OHUEHKHN U KOPPEKLIUN
HYTPUTHUBHOI'O CTATYCA JIETEH C JETCKHAM IIEPEBPAJIbHBIM
MMAPAJIMYOM (0630p UTepaTyphl)

[IpoGiemMa HETOCTATOYHOCTH MUTAHUA y JAETEeW IMpUBIEKaeT K cebe Bce Ooubliee
BHUMAHHE IE€IUATPOB, CHEIUAINCTOB HYTPULIMOJIOIOB, HEOHATOJIOIOB, HEBPOJIOIOB,
KapAHOJIOrOB, IETCKUX XUPYProB u Jip. OCOOEHHO aKTyaIbHbI 3TH BOMPOCHI JIsl OOIBHBIX
CO CIAaCTUYCCKUMH (popMaMu JETCKOTO IiepedpaipHoro mapanuya [11-15].

YcTaHOBIIEHO, 4YTO YXYJIIEHWE HYTPUTUBHOro craryca y gereit ¢ LI
COMPOBOXK/IAETCA HAPYIIEHUAMH (DYHKLIHUA BCEX OPTraHOB U CUCTEM, YaCTHIM Pa3BUTHUEM
MH(DEKIMOHHBIX 3a00JI€eBaHUM, YBEITWYEHUEM MPOJIOKUTEIbHOCTH TOCHUTAIIM3AINH,
noBBIIIICHUEM JeTanbHocTH [11, 57, 89, 143].

[lonumanue mnpuyuH, NaTOQU3MOIOTUM U  OCJIOKHEHHM, CBA3AaHHBIX C
HEBPOJIOTMUECKUMU U comaTudeckumu npossieHusmu LI, Oyner B Gosnbiueit cteneHu
CIoco0CTBOBATh (POPMUPOBAHUIO U UCIIOIB30BAHUIO 3PPEKTUBHBIX METO/IOB JICUEHUS U
npoduaaktuku [37].

Boigenstor  gaktopel  pucka, B 3HAUMTEIBHOM CTENEHU CBSI3aHHBIE C
dbopMupoOBaHHEM JETCKOTO LEepeOpalbHOrO Mapaiuya y JOHOIIEHHBIX JETE:
BCIIOMOTaTe/IbHbIE  PENPONYKTUBHBIE TEXHOJIOTUH, 3aJ€pXkKKa BHYTPHUYTPOOHOIrO
pa3BUTHUS, BHYTPUYTPOOHAast MH(DEKIMS, pECIUPATOPHBIN JUCTPECC-CUHAPOM, aCIIHpaLUs
MEKOHHS, SKCTPEHHOE KecapeBO ceueHue, acHUKCUs NpPU POXKIECHUU, HEOHATAJbHBIC
CYIOPOTH, TPaBMbI TOJIOBHOTO MO3Ta B TIOCTHATaILHOM miepuoze [96].

Bonbuive TpyaHOCTH AJs J€UeHUS U peadWINTalud NPEACTaBISAIOT OOJIbHBIE CO
cnactudeckumu (popmamu JIII1, BBUIY TSKENBIX ABUTATEIBHBIX PACCTPOUCTB U
HAJIMYHS COMYTCTBYIOIIEH MaTOJOTHH: CTPYKTYypHOU smmenicuu (ot 15% mo 55-60%),
Helpo-oproneauyeckoi narosnorun (60-65%), 3aboneBaHUl KETyIOYHO-KUILIEYHOTO
tpakta (JKKT) (30-35%), acnupanmnonHsix maeBMoHui (20-40%), u np. [4, 11, 55].

[Toaxoabl, HCHIOIB3YEMBIE JJIs1 OPTaHU3alMU TMTaHUS 3I0POBBIM JIETSM, HE BCEraa
MPUMEHUMBI K TALIMEHTaM C HEBPOJIOTMYECKUMHU HAPYIICHUSIMH, TaK KaK COCTaB UX TeJa,

MBIIIEYHbI TOHYC, YpOBE€Hb (PU3NYECKOW AKTMBHOCTH M MOTPEOHOCTH B DHEPrUU
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SHAYUTCIBbHO OTIH4YarOTCA OT 3J0POBBIX I[eTef/'I H, CJICOOBATCIbHO, AOJIXKHbBI OBITH
HepCOHI/ICbI/IHI/IpOBaHBI Cc 00s3aTeNbHBIM IMPUBJICUCHHUCM CIICOHHUAJIMNCTAa II0 IIMTAHHIO

(Bpaua-muerosora) [30].

1.1 CoBpemMeHHOE NpeacTaABJIEHHE O 1€TCKOM lLiepe0pajJbHOM NnapaJjuyde

JleTckuii iepeOpanbHBIN apanud — OJlHa U3 HanOoJIee YaCThIX HEBPOJIOTHISCKUX
ITaTOJIOTUM, IPUBOAAIIAS K MHBATUAHOCTH y Aerer. Pactipoctpanennocts LII B mupe
coctasisier 2,6—2,9 cimyyas Ha 1000 HOBOPOKJIEHHBIX, & Y HEJOHOUIEHHBIX NETEH C
Maccoit Tena npu poxaeHun meHee 1500 r gocturaer 65 Ha 1000 HOBOpOXKICHHBIX. B
Poccuiickon ®denepanuu pacupoCTPaHEHHOCTh 3aPETUCTPUPOBAHHBIX CIIYYaeB JETCKOTO
nepedpanpHOro napanuya cocrasisier 2,2—3,3 ciyyas Ha 1000 HoBopoxIeHHBIX [12-15,
32, 38, 53].

Tepmun «1iepeOpanbHblil apanuy» ObUT BIIEPBbIE MCHOJB30BaH Oosiee 170 met
Ha3aJ aHIJIMHACKUM XUPYpProM-opTonenoM YWIbsIMOM JIATTIIOM, KOTOpBIN CBS3all
TSDKEJIBIE POJBI M HEOHATaJbHYK THUIIOKCHIO CO CHACTHYHOCTBEO KOHEYHOCTEH U
MOCICAYIOIUMHI CKEJIETHO-MBIIICUHBIME JedopMariusamu [124].

Knaccuduxanus AT ocHoBaHa Ha THIIE U TSKECTH JIBUTATEIbHBIX HAPYIICHUHN U
BKJIIOYAET CMACTHYECKYI0, TUCKUHETUYECKYIO, aTAKCUUECKYIO WJIM CMEIIAHHYIO (POPMBI.
CriacTuueckuil TUM sBJIsieTCss Haubosee pacimpoCTpaHeHHOM (HOpMON M BCTpEHaeTcs y
80% nereit. XapakTepu3yeTcsi TUIIEPTOHYCOM MBI, Tuneppedaekcueit. Jlanubiit Tun
JETCKOT0 LEepeOpaIbHOrO Mapajiuia MOKHO Jajiee pa3euTh Ha AUIIIETHIO (THUIIEPTOHYC
MBIIII[ HOT), TEeMHIUIETHIO (XapakTepu3yeTcsi OJHOCTOPOHHHM  CIHACTHYECKUM
reMunape3oM, pyka, Kak MpaBWjIo, CTpajacT OOJbIe, YeM HOTra) M KBaJPUILICTUIO
(mopaxaromasi Bce KOHEUHOCTH). CracThueckas KBAJAPHUILIETHS SBISICTCS HanOoliee
Tsokenon  ¢dopmoit JIIT u wacto ocnmoxusercs aedopManusiMU TMO3BOHOYHHUKA,
OynbOapHBIMH HAPYIICHUSMH, CYyJOPOTAaMH M MBIIICUYHBIMU KOHTpakTypamu [13, 115,
133].

Bropoit Haubosiee pacipoCTpaHEHHBIN TUI — JUCKUHETUYECKUH, CBS3aHHBIN C

AHOMAJIbHBIMH, HCKOOPAWHHWPOBAHHBIMU ABWXCHUSAMHN KaK BCPXHHX, TaK WU HHKXHHX
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KOHEYHOCTEHW. DTOT THUII YaCTO CBSI3aH C U3MEHEHUSIMUA MBIIIEYHOTO TOHYCA, HAIIpUMEP
JVACTOHUEN, aTETO30M WJIA XOpeeu. [[BurarenpHble pacCTpOMCTBA MOTYT OCJIOKHSATHCS
HApYIICHUSIMHA MEJTKOW MOTOpHUKH [82].

Atakcuueckuidi THm — (GopMa JSTCKOro IepeOpaIbHOTO Iapajiuda C
HEKOOPJMHUPOBAHHBIMU, CYIOPOKHBIMU JABUAKEHUSIMU. JIaHHBIN TUI XapaKTepHU3yeTcs
HapYIICHHEM PEuH, IBIKCHUS TJ1a3 U 3aTPYJHCHHBIM TiIoTaHueM [82].

B Poccuu Takxke ucnonsiyercs kiaccudukanus A no bananany JI.O. (1988).
Jlnst nereit panHero Bo3pacTa: 1 — cmactuueckue (Qopmbl (FEMUILICTHS, JUILICTHUS,
JIBYCTOPOHHSISI TEMUILIETHUsA); 2 — NUCTOHUYECKas opma; 3 — runoToHndeckas gopma.
Jlns nereit crapmiero Bo3pacrta: | — cmactudeckue (Hopmbl (T€MUILIETHUs, JTUILICTHS,
JIBYCTOPOHHSISI TEMUILIETHSA); 2 — TUIIEPKUHETHYECKas popma; 3 — aTakcuyeckas popma;
4 — aroHHYecKH-acTaTuueckas opma; S — cMelanHble POPMBI (CIIACTUKO-aTaKCUYeCKas,
CHACTHKO-THIIEPKUHETUYCCKAs, aTAKTHKO-TUIIepKuHeTHYeckas) [13, 38].

B MKB-10 npexacrasnens! ciaenytomire Buasl JLIT (G80) C cooTBeTCTBYIOMMMHU
komamu: (G80.0 - Cmactuueckuit nepeOpanpHbii mapanuy, G80.1 - Cnactuueckas
murerust; G80.2 - Herckas remurierus; G80.3 - JluckuHeTHueCcKui 1epedpaibHbIHN
napanuy; G80.4 - Arakcuueckuii nepeOpanbhblii mapanuy; G80.8 - pyroit Bun
JeTCKOro 1epedpaibHoro napainya [13].

Krnaccuueckast kimaccudukarus JeTCKOTo 1epedpaabHOTO napainia MpakTUIeCcKH
HE ONHUCHIBAJIA OTPAHUYCHUN OOJBIIUX MOTOPHBIX (DYHKIIHMI peOeHKa, CTENEHU TIKECTH
3a00eBaHUsl WJIM KadecTBa JKM3HM B IE€JIOM, OHA HCIOJIb30BaJIaCh ATAJIOHOM IpHU
ONMHMCAaHUM CUMOTOMOB. VcciemoBarenu mpOSBISIIM OCOOBIA HMHTEPEC K HM3YyUYCHUIO
OTPaHWUYCHHUIN B JBUTATEIBHBIX (DYHKIHMSIX W TSHKECTH €ro TEYCHHS. DTO TPHUBEIO K
(dbopMuUpOBaHUIO KiIaCCUPUKAMOHHBIX rpyt [13].

3a nmocnennue 20 JIeT y4yeHble CO3JalM KJIACCU(PHUKALUUU, UCMOJIb3YysS HPOCTYIO
MOPSKOBYIO CHUCTEMY OILICHKH (YHKIIMOHATBHBIX BO3MOXKHOCTEM, 4YTO MO3BOJISIET
OMUCHIBATh UMEBIIMECS HapylleHus y getei. CyliecTBYIOT YeThIpe pacpoCTpaHECHHbIE
CUCTEMbl (PYHKIIMOHAJIbHOM Kiaccudukanuu, ucnonb3dyeMbix npu JLIL: Cucrema
Kiaccudukanuu oonpmmx MoTopHbix ¢yHkiui (Gross Motor Function Classification

System, GMFCS), Cucrema xnaccudukaiyu ManyaabHbix HaBbikoB (MACS), Cucrema
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knaccudukanum kommyHukaTuBHbIX ¢GyHKIM (CFCS) u Cucrema knaccudukanuu
cnocooHoctr  mpuHsATHA numm W kugkoctd  (EDACS).  Otu cuctemsl
CTaHIapTU3UPOBAHBI, HAJIS)KHBI U JOMOHSIOT ApyT apyra [13, 30-31, 38, 41, 85-86, 132].

Cucrema GMFCS sBasiercsi HamOoJiee HMCHOIb3yEMON M MNPU3HAHHOW MEpou
dbynknuonansHOM Kinaccudukaruu npu JI1. GMFCS — sTo npocras nsatuypoBHeBas
MOPSIIKOBAST CUCTEMA OIICHOK, CO3/[aHHasl 1Tl OTIMCAHMs OOIei NBUTAaTeIbHON (PYHKITUN
YeJIOBeKa ¢ JICTCKUM IepeOpaibHBIM IMapaiidoM, BIEpBbIe MpeacrapieHa Palisano R. B
1997 r. [81, 85].

GMFCS onucelBaeT CcaMOCTOATENbHBIC  JBWKEHUS W HMCIIOJIb30BAHUE
BCIIOMOTATEIbHBIX YCTPOUCTB (XOAYHKOB, KOCThUIEH, TPOCTEH, NMHBATUJAHBIX KOJISICOK)
U1 o0ecredeHusi MOOMJILHOCTH BO BpeMsl OOBIYHOW JESTEILHOCTH YellioBeKa. OJTa
cUCTeMa M3HavyalabHO ObLTa pazpaboTaHa JJis aeTed B Bo3pacTe oT 2 Ao 12 ner. B 2007
rogy GMFCS Obuta pacumpena v nepecMOTpeHa JIJIsl BKIIIOUEHHUSI IeTel B BO3pacTe
12—-18 net [31, 85, 123].

Cuctema knaccudukanmmu GMFCS nenutcss Ha TSATh KJIACCOB WJIM YPOBHEH:
ypoBeHb | - mepenBuwkeHue Oe3 orpaHudeHuii, ypoeHb II - mepenBmxenue 0e3
BCIIOMOTATEIbHBIX YCTPOMCTB, HO C HEKOTOPHIMH OTPAHUUYEHUSIMH BHE JioMa, ypoBeHb 11
- IIEPEIBMKECHHE C TIOMOUIbIO, YypoBeHb IV - mepenBmkeHue C ITOMOIIBIO
BCIIOMOTATENbHBIX YCTPOUCTB (KOJISICKA), YPOBEHb V — MEPEABUKEHUE MPAKTUIECKU
orcytcrByert [13].

CrerneHb CaMOCTOSITENIBHOTO — TEPEBWIKEHUS  ABISETCS Hauboiee 4acTo
UCIIOJB3yeMON TEepEeMEHHOM MpH OIEHKE KayecTBa >KU3HU WIM CIHOCOOHOCTHU K
caMoCTOsTeNILHOM padote y nmaruertos ¢ JILIT [13].

UccnenoBanust (PyHKIIMOHAIBHBIX BO3MOXKHOCTEH TIOKA3ald, YTO y JIMI[ C
JIMarHO30M CIIACTUYECKasl JUIUICTHUS WM TEeMUIUIErHsl 4acToTa CaMOCTOSITEIbHOIO
MIePEIBIKEHUS BBIIIIE, YeM Y JIMI] C JUArHO30M CIacTHUYecKas KBaapurnierus [61].

Takum 00pa3om, OKa3aHO, YTO T€ MAIUEHTHI, KOTOPbIE MOTYT CAMOCTOSITEIHLHO
MepEe/IBUTaThCsi, MMEIOT 00Jiee BBICOKME NIAHCHI Ha JIy4lllee KAayeCTBO JKU3HU IO

CpaBHCHHIO C TEMHU, KTO IIEPCABUTACTCA MCHBIIC UJIW HC MOKET NICPCABUTATHCA.
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C 1enpio OIEHKH CIIOCOOHOCTH MPUHSATUS MUIIM U XKuakocTu y aereit ¢ JIII, B
2013 r. 6suta mpemnioxkena mkana EDACS (Eating and Drinking Ability Classification
System), KOTOpas LIMPOKO HCIIONb3yeTCs MpH OOCIEIOBAHUM IALMEHTOB C JaHHOU
natojyioruelt B Poccun. Cuctema EDACS koppenupyer ¢ GMFCS [30, 41-43, 129].

[IIkasla OCHOBaHa Ha KJIFOUEBBIX XapaKTEPUCTUKAX, CBSA3AHHBIX C 0€30MaCHOCTHIO
1 3(pPEeKTUBHOCTHIO MPUHATHS MMUIIHU, U OLIEHUBAECT CIIOCOOHOCTD MAIIIEHTOB BBITIOJIHATD
pSAI MPOLECCOB, CBSI3aHHBIX C KOPMJIEHMEM, TaKUX KakK, HEHpPOMOTOpHas (PyHKIUS
(cnocoOHOCTh KycaTh, >K€BaThb W TIJIOTaTh), JbIXaTellbHAsl (PUCK MHKPOACIHMPALIUH,
acnupaluy WIH ac(PUKCUM), YIOpaBI€HUE paA3JIMYHBIMU TEKCTypaMH MHILEBBIX
IIPOAYKTOB M XKUAKOcTeN. 110 3TMM XapakTepucTrKaM IIKaJIa yCTAHABIMBAET 5 YPOBHEN
[31, 40]:

- ypoBeHb [: ect u nbet 6e30nacHo U 3PPEKTUBHO,

- ypoBeHb II: ect u mpeT Oe€30MacHO, HO C HEKOTOPHIMU OIrPAHUYEHUSIMHU
3¢ PeKTUBHOCTH,

- ypoBenb III: ecT u mber ¢ HEKOTOPHIMH OrPAHHYECHUSIMH OE€30MACHOCTH,
BO3MOXHO OrpaHuyeHus 3p(PEeKTUBHOCTH,

- ypoBeHb [V: mpueM NmuiM ¥ HANUTKOB CO 3HAYUTEIbHBIMU OTPAaHUYEHUSIMU
0e30I1aCHOCTH,

- ypoBeHb V: HE MOKET 0€30I1acHO €CTh WK NUTh. KopMiieHue uepes 3011 MOKeT
paccMaTpuBaThCS Kak CPeACTBO OOECHeUeHUsI TUTaHMUSL.

JlnarHocTHKa AETCKOro 1epedpaibHOro napajinya OCHOBBIBAETCS HA KIIMHUYECKON
KapTUHE, OAPOOHOM OIPOCE MaTepu O TEYEHUU OEPEMEHHOCTH, POJOB, HEOHATATIHLHOTO
Y MIIQJICHYECKOI0 MEPUOJIOB, XOAE Pa3BUTHS M TEKYILIUX IMOKA3ATENSIX JABUTATEIIbHBIX
byHKIMA peOeHKa.

BaxHyro uHpOpMalMiO Aal0T HEUPOBU3YaJIU3allMOHHBIE WCCIEIOBaHUS, T.€.
HelpocoHorpadusi TOJIOBHOTO MO3ra y JETel paHHEro BO3pacTa, KOMIbIOTEpHAas WU
MarHUTHO-PE30HAHCHAs TOMOrpadusi rOJOBHOTO MO3ra y AETEil cTapliero BO3pacTa.
Pe3ynbrarel BH3yanusupyrommx uccienoBanud merogqoM MPT  nemMoHCTpupyroT

naToJioruio 6osee yeM y 80% OOJBHBIX C IETCKUM IiepeOpaibHbIM mapaindom [ 38, 85].
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MPT-uccnenoBanrue BBIABISET AHATOMUYECKUE AHOMAJIMM, XapaKTEPHBIE JJIs
OTJIETTbHBIX THUIIOB JETCKOTO IepeOpaIbHOTO Mapannya. ITO MO3BOJIAET JTydIle TOHSIThH
ATUOJIOTHIO, TATOTE€HE3 TMOBPEXKICHHS  TOJIOBHOTO MO3ra H  CTPYKTYPHO-
(GYHKIIMOHAIBHBIC HAPYIICHHS H3ydaeMoi rmaTojioruu [85].

[TarueHTaM ¢ IETCKUM HepeOPATbHBIM MapaTuIOM MPOBOASTCS TICUXOJIOTHIECKUC
TECTBI, OLICHKA 3PCHHSI, ayTHOMETPUICCKUE TECTHI M AJIeKTpodHIedanorpadus [59, 166].

3HayeHue dIeKTpodHIedasorpaMMbl, B YaCTHOCTH Bujeo-O3I, TpyaHo
nepeoneHnTh B auddepeHnuanuu  Kak  HEMWICITHYECKUX — IMapOKCHU3MaTbHBIX
PacCTPONCTB, B TOM YHCJIE HETPOU3BOJIBHBIX JBIKCHHM, TaK M THUITOB IMHJICTITHICCKUAX
MPUNAAKOB Y JACTEH, CTPAArONINX AETCKUM IepeOpaIbHbIM MapainiyoM B COYCTAHUU C
snuternicueit [2, 15, 49, 166].

CTpyKTypHas SMHICTICHUS — OTJIeTbHAs, BaXKHAsI KIIMHUYECKasi IpodyieMa y neren
c JALII. E€ gacrora xonebdsercs ot 15% no 55-60%, a no 1aHHBIM HEKOTOPHIX aBTOPOB
naxe o 90-94% [13, 78, 91,93-94, 166].

VY nereld co cnacTuyeckuMu ¢GopMaMH JETCKOro LepedpaabHOTO Mapaiuya
SIUJICTICUSL BBISBISIETCS 70 S5 JIeT, yalle Ha MEepPBOM TOJIYy >KHU3HHU. 3a00JIeBaeMOCTh
BapbUpPyeT B 3aBUCHMOCTH OT THIIA IiepeOpanabHOro mapainya, Ooibiine (50-94%)
HaOroaeTcss mpu KBaapuruieruu, npu remuruierun (33-50%) u peaxo (16-27%)
BCTPEYAETCs IPH JUILICTHH U aTakcudeckom tune [13, 57, 78, 166].

CymiecTByeT MHOTOYMCIICHHBIE UCCIIEIOBAaHHUS, MOCBAIICHHBIE (haKTOpaM pHUCKa
pasButus >nwiencun y aereit ¢ JIUIL. Oxaum u3 cymecTBeHHBIX (PaKTOPOB SBISETCS
BBIPAKEHHOCTh M MECTO TIOJIOKEHHE odvara MopakeHus. Pe3ynbTaThl HCCIeIOBaHHIMA
TaK)K€ YKa3bIBAIOT HA KOPPEIAIUI0O MEXIy HEOHATAIBHBIMU CyJoporamMu u Oosee
BBICOKMM PUCKOM Pa3BUTHS SIUICTICHH Y IETEH C IETCKUM LepeOpaTbHBIM apaIddoOM.
Onunencus ycyryOaseT KOTHUTHBHBIC HApYIICHHUS, B MEPBYIO OYepEedb pPa3BUBACTCS
yMCTBeHHast oTcTasiocts [99, 106, 166].

Hanuume »snunencum y peOeHKa CO CHAaCTUYECKUMU (OpMaMH JETCKOIO
1epedpaTbHOTO Mapajnya yBEJIMYMBAECT PUCK CMEPTH, B TOM YHCJIE TaK HA3bIBAEMOM
BHE3AITHOW CMEPTH TP TpHUCTymax y aeTeil. OCHOBHBIM (haKTOPOM pPHICKA SIBISICTCS

BBICOKAsA YaCTOTa TI'CHCPAJIM30BAHHBLIX TOHHKO-KIOHHYCCKHX IIPUIIAAKOB, a TaKiKCe



20
HaJIM4KME HOYHBIX MPUITAIKOB. J[pyrue GakTopbl BKIIOYAIOT paHHEE HAYajo MHIICTICUH,
MY>KCKOM T10J1, YMCTBEHHYIO OTCTAJIOCTh, JUIMTEIbHYIO MPOJOJDKUTEIHLHOCTh OOJIC3HH,
MOJINTEPAIIHIO Y TIOJIOKEHUE JIeKa Ha dKUBOTE BO BpeMsi CHA. B meTcKoii momysiiuu puck
B 10 pa3 Hmke — onernBaercs B 1,1-3,4/1000 3a001eBIINX I€TEH €KEroMHO, YeM B OoJiee
B3pocioM Bo3pacte [13, 67, 80, 95, 166].

Haubonee pacnpocTpaHeHHas mNpuYuHA 3a00JIEBAEMOCTH M CMEPTHOCTH
MallMeHTOB CO  CMACTHYECKUM  TETpamape3oM CBs3aHa C  PeCIUpPaTOPHBIMU
3aboneBanusaMu [53-54].

YacTele TOCMUTANM3AlMA B CTAlMOHAP SBISAIOTCS BEAYIIMMH TPUYHHAMUA
CHWKCHUS Ka4eCTBA )KU3HU, CBSI3aHHOTO CO 3I0POBbEeM. JpIXaTeIbHBIC HAPYIICHHS TIPH
JIETCKOM IIepeOpaabHOM Mapajinde MPeCTaBIsSIOT COOO0N CIOXKHBIM MHOTO(AKTOPHBIN
MPOIIECC, KOTOPBIA JI0 CHUX TOp HEIOCTaTOuyHO u3ydeH. OH MOKET XapaKTephU30BaThCsI
MTOBTOPSFOIIIMMUCS  DIM30JIaMUA  JTBIXaTeIbHONH  HEIOCTATOYHOCTH, JIETKHM  W/WJIU
XPOHUYECKHM MEJJICHHO MPOTPECCUPYIOIINM TeueHHeM [67].

Acnmpanus SBISIETCS OJHUM U3 TJaBHBIX (DAKTOPOB pHCKA Pa3BUTHUS
pecpaTopHOro 3a00JieBaHWS, OHAa MOXET OBITh BbI3BaHA OpodapuHTeaTHLHOM
aucharvei wim racrpods3odareanbHbM pediarokcom [98].

Onunernicus U 1o004YHBIE A((PEKTH MPOTUBOIMUIEITUYECKUX TIPEMApPaTOB,
BBI3BIBAIOIINX CEAATUBHBIN (P (dEKT, TakKe BIUAIOT Ha CIIOCOOHOCTH JieTel 0e30macHo
riortath [2].

UpesmepHoe CIIOHOTEYCHHE MOXKET OBITh MMPU3HAKOM 3aTPYITHEHHOTO TJIOTAHUS U
OKa3aTh 3HAYUTEIILHOE BIUSHUE HA KOPMIICHHE, YXOJ M KAYECTBO JKU3HU peOeHKa
[19, 30, 43].

TpyaHoCcTH BO BpeMst KOPMIJICHHS M TUIOXasi MpuOaBKa B Macce Tena U POCTE YacTo
BCTPEYAIOTCA Yy JETeH C IepeOpalbHBIM MapajindoM, OCOOCHHO Y TAIHEeHTOB CO

cracTHYeCKuM TeTpamnape3om [64, 100-101].
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1.2 KoMIUIEeKCHASl OlIeHKA HYyTPUTUBHOTO CTATYyCA JAeTeil C JeTCKUM

nepedpajbHbIM MAPATUYOM

[TpoGnembl, MPUBOAAIINE K HAPYIICHUSM HYTPUTHBHOTO CTATyCa MPHU JETCKOM
1epedpaIbHOM Mapainyde, HEOJHOKPATHOTO 00CYKAAINCh B pab0Tax MCCIIe0BATENCH U3
pa3nuyHbIX cTpad [8, 16, 18, 32, 45, 59-60].

K. Bell u P. Davies (2010) B cBoeit paboTe mokassiBaroT, uto y aAereit ¢ JILIT gacto
BCTPEUAIOTCS M3MEHEHMSI B COCTaBE TeJia, OHU OKa3bIBAIOTCS HUXKE POCTOM U HMMEIOT
MEHBIIIYI0 MacCy Tejla, YeM HUX 3/I0POBbI€ CBEPCTHUKHU. BbIpa)keHHbIE HapyIICHUS
HYTPUTHUBHOTO CTaTyca IMPU OTCYTCTBUM UX COOTBETCTBYIOIIEH aJ€KBAaTHOM KOPPEKIUU
MOTYT BBI3bIBATh HAPYIIEHUS CO CTOPOHBI UMMYHHOM M SHIOKPUHHOM CUCTEM
[10, 69, 103].

HyTpuTuBHBIA cTaTyc — 3TO COCTOSIHME MUTAHUA U 3J0pOBb peOEHKa, KOTOPOE
OTpa)KkaeT BIUSHUE MOTPEOJCHUS U YCBOCHUS MUIIEBHIX BemiecTB. Y pedenka ¢ LI
HYTPUTHUBHBIM CTaTyC OTpaXaeT HE TOJIBKO TSKECTh COCTOSIHUS IO OCHOBHOMY
3a00JIeBaHHUIO, HO SIBIIIETCS KPUTEPUEM KOHTPOJI TeueHus oosesuu [13, 16, 43, 46].

AHanu3 pe3yJbTaToB MCCIEI0BAHMM MMOKa3aJl, YTO M0 MEpEe HApaCTaHUs CTEIEHU
JIBUTATEIbHBIX HAPYIICHUH MAIMEeHThl C BBICOKMMH YPOBHSIMH IO KJaccU(UKAIUU
GMFCS (IV-V ypoBeHb) UMEIOT OOJNBIINI PUCK Pa3BUTHUS HEAOCTATOYHOCTH MUTAHUS
[11, 127].

JleTr co cnacTUYeCKUM TeTpanape3oM HEPEIKO UMEIOT TPYAHOCTH C KOPMIICHUEM
U TJIOTAaHWEM, a TaKKe IENbIA PsI COMYyTCTBYIONIUX COCTOSHUMN, CIOCOOCTBYIOIINUX
Pa3BUTHIO HEJOCTATOYHOCTH IMUTAaHUS U 3aMeIjieHuto pocra [32, 41, 102, 161-163].

H3mepeHne aHTPONMOMETPUUYECKHUX IMOKA3aTeNe — JOCTYMHBINA, OE30MacHBIM H
(G (HEKTUBHBI METOJ] OIICHKM HYTPUTUBHOTO CTAaTyCa, KOTOPBIA MPEACTaBISET
onpeaeneHHble cnoxxHocTh y aerer ¢ JILII. Takue naureHThl UMEIOT TUIEPTOHYC MBIIIIL],
MHOECTBEHHBIE KOCTHBIE JIe(hOpMaIiu CKeJIeTa, KOHTPAKTYPhI CYCTaBOB, KOTHUTUBHbIEC
U TIOBeJleHUecKkrue HapyuieHusa. [IpoBeleHHe TOUYHBIX WM3MEPEHUN NPEACTaBIsAET
OTpENICIICHHbIE  CJIOKHOCTHU, a TPAKTOBKA TMOJYYEHHBIX COMAaTOMETPHUYECKUX

MoKa3aTesieH 1Mo OOIICIPUHATHIM CTaHIapTaM 3aTpyaHuTebHa [8, 32, 79].
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KoppekTHoe u3MepeHue UIMHBI Tela 4YPEe3BbIYAWHO Ba)XHO JJISI OLIEHKH POCTa,
Pa3BUTHS U CTATyCa MUTAHUS y IETEH C IETCKUM 1iepeOpaibHbIM apanudom. M3mepenue
pocTa HEe0OX0IUMO HE TOIBKO TSl KOHTPOJIS 32 (GU3UIECKUM PA3BUTUEM JIETEH, HO TAKIKE
U JUISL OTIpEICNICHUS IO TTOBEPXHOCTH TeJia JIsl BEIOOpAa KOPPEKTHOU JO3UPOBKHU
JEKapCTBEHHOro mpenapara. [[is OIEHKHM pocTa MAlKUEHTOB C HEBPOJOTHMUYECKUMHU
HapylIICHUSIMH HCIOJIb3YIOTCS CETMEHTapHbIE H3MEpEeHUs (BbICOTA KOJICHA, [JIMHA
rOJICHH, BHICOTA IJIeYa), KOTOPBIE MO3BOJIIOT PacCUUTATh POCT peOeHKa 1o GopmMyam,
BaJIMIMPOBAHHBIM JIJIS JCTEH C JICTCKUM LiepeOpanbHbIM mapanudom [32, 38, 135].

B Hacrosiiiee BpeMst OTCYTCTBYIOT peepeHCHbIE CTaHJIAPThl U HOPMBI pOCTa JIJIst
nereit ¢ JILIL. JIns olleHKHM HYTPUTHBHOTO CTaTyca y 3/I0POBBIX JIeTell HauboJjiee 4acTo
HCIIOJB3YIOT TaKue aHTPOIOMETPUYECKHE HWHJIEKChI, Kak Z-Scores pocT/BO3pacT,
MT/Bo3pact u UMT/Bo3pact. [lockonbky UMT paccuuThiBaeTCs MyTeM BO3BEIICHUS B
KBaJpaT U3MEPEHHOr0 pPOCTa, Jr00asi ONIMOKa BO BpeMsl aHTPOIOMETPUM y peOeHKa ¢
JIETCKUM LiepeOpabHbIM NapalunyoM MPUBENIET K UCKAKEHUIO 3TOT0 MoKa3aTess
[32, 43, 63, 65, 70].

Jlaxxe uHTeprperaius pe3yJbTaTOB U3MEPEHUS] MACChl Tejia SIBJISETCS CIIOMKHOU
3agayen. Y nauueHToB ¢ JILII mpieyHast 1 KOCTHas Macca CHUKEHA 110 CPABHEHHUIO CO
3I0POBBIMU JI€TbMU. B CBSI3U ¢ 3TUM 1Sl OLleHKH HyTpuTuBHOro craryca ESPGHAN
PEKOMEHAYET HCIOJIb30BaTh HE TOJIBKO aHTporoMerpuueckue nokazarenun (MT wu
pOCT/IiIMHA), HO TAaK)K€ aHaJIM3 COCTaBa Teya peOeHKa U U3MEPEHHE TOJIIUHBI KOKHO-
’KHPOBBIX CKJIAJ0K I pacueTa IpoIeHTa )KUPOBoi Maccer [32, 97, 136].

«30J0TBIM  CTAaHAAPTOM» B  HUCCIEAOBAHMM COCTaBa Teja  SIBIAETCS
JIByXdHEpPreTHudecKas peHTreHoBckasi abcopormomerpus (DXA), oqnako 310 10poroit u
MaJIOAOCTYMHBIN METOJ. /{7151 MOBCEIHEBHOTO KIMHUYECKOTO MPUMEHEHUS UCTIOIb3YIOT
MeTO/J OMOUMIIETAHCHOTO aHAJIN3a U KAIUIIEPOMETPUIO — U3MEPEHHE TOJIIMHBI KOXKHO-
YKUPOBBIX CKJIaJIOK (HaJl TPHIICTICOM M B MOJJIONATOYHOM obmactn) [32, 48, 57, 65].

M.J. Gurka u coaBt. (2010) noka3zanu, yTo pa3pabOTaHHbIE JIs1 pacyeTa MPOLEHTa
XKUpoBOoi Macchl popMyiibl Slaughter M.H. 3aHmxaroT npoLieHTHOE coaepKaHue Kupa B
opranuzme y aerei ¢ JUII, u moaudunmpoBanu 3Tu ypaBHEHHUS, CKOPPEKTHPOBAB

HECKOJIBKO (DAaKTOPOB, BKIIIOUasi 00JIbIIMEe MOTOpHBIE QyHKIMH |32, 60].



23

B wuccnenmoBanun R.J. Van den Berg-Emons u coast. (1998) BbICKa3zaHo
MIPEANOI0KEHHUE, YTO TOJIIMHA KOXKHO-KUPOBBIX CKIIAJIOK HEIOCTATOYHO OOBEKTHBHO
oTpaxaer npoueHT KM B CBS3M ¢ HEPAaBHOMEPHBIM PACIIPEACICHUEM KUPa Yy JETEU C
JUIL. 9Tu 60sbHBIE MOTYT UMETH OTHOCUTENIBHO OOJIBbIIIE BHYTPUOPIOLIHOIO KUPA, YEM
MOIKO’KHOTO, TI0 CPABHEHHIO C UX 3I0POBBIMU cBepcTHHKaMu. Kpome Toro, M.J. Gurka
(2010) moxkazain, uro ux Gopmyna MeHee TouHa y JeTell ¢ 00see BRICOKMM MPOIEHTOM
KUPOBOM Mmacchl. TeM He MeEHee MHCIONb30BaHUE CHEIU(UUECKUX YpaBHEHUH,
OCHOBAaHHBIX Ha HM3MEPEHUSIX TOJIIUHBI KOXHO-KUPOBBIX CKJIAJIOK, O0ECIeunBacT
HAJIe)KHYIO OLICHKY MPOLIEHTHOTO COAEpKaHus >kupa B opranusme nereit ¢ JILI
[32, 60, 66, 70, 126, 146].

CyuiecTByeT MpeACTaBiICHUE O TOM, YTO HM3OBITOYHBIA BEC U OKUPEHUE MOTYT
CTAHOBUThKCS BCe OoJiee cephe3Hoi mpobiemoit s aereit ¢ JALITI, umeromux 3anepxKy
pocra. Rogozinski B. u coaBt. (2007) nmoka3zaiu, 4To 0KHpPEHUE CPEIU CAMOCTOSATECIILHO
MEepeABUTAIONINXCS JIETe ¢ JETCKUM IlepeOpaibHbIM MapaJudoM YBEJIWYWIOCH 3a
MOCJIETHUE TOJIbI, TaKasl K€ TEHACHIUS HAOMIOAAaeTCsl Cpeu JAeTel ¢ Oosee TsHKEIbIMU
HapyuieHusiMA. B mociieHed rpynmne 3TOMy MOXKET CIOoCOOCTBOBaThH OoJjiee IIMPOKOE
MCIIOJIb30BaHue 30H10Boro nuranus [153, 157, 170].

B uccnenoanuu Finbraten A. u coast. (2015) mokazaHo, 4TO JIE€TU C TSKEIOU
HEJIOCTaTOYHOCThIO MUTAaHUS 1O KputrepusMm BO3 uMenu HOpMalbHBII W Jaxe
M30BITOYHBIN TIPOILEHT XUPOBOW MACCHI, YTO MOJBEPracT COMHEHHIO NPaBOMOYHOCTh
ucnoas3oBanusa nokazarenss UMT u kpurepueB BO3 15 onpeneneHust UCTOLIECHUS Y
neret ¢ JILI1. HeoObekTuBHAS MHTEPIPETAINS HU3KUX 3HAUCHUH aHTPOTIOMETPUICCKUX
MHJIEKCOB y JI€TEH CO CHAaCTUYECKUM TETpamape3oM MOXET MPUBECTHU K H30BITOUHOU

Macce Tefia, 0COOEHHO y MOTYYaloUIX SHTepaIbHOE MUTAHUE Yepe3 racTPOCTOMY

[32, 65, 78, 105, 146].
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1.3 Oco0eHHOCTH KOCTHOTO MeTa00JIU3Ma IeTel ¢

AETCKUM LepedpaibHbIM NapaJInioM

B nocinegnue necsaTuieTuss akTUBHO M3Y4YarOTCsl BOIPOCHI Pa3BUTHS OCTEOIIOPO3a
y nereil. M3BeCTHO, 4TO B JAETCKOM M HOJPOCTKOBOM BO3pAacT€ MaKCHUMAJIBbHO IOJIHO
HaKaIlJIMBaeTCcsl 00beM KOCTHOM Macchl, 00€CIeYrBaroie MpoYHOCTh U YCTOWYUBOCTD
CKeJIeTa K BO3JICUCTBHUIO PA3IMYHBIX HEOJIArOMPUATHBIX (DAKTOPOB B TTOCICTYIOITUE TOJIBI
xn3Hd. DopMHpOBaHHE NUKOBOM KOCTHOM MACCHI SIBJISIETCS KIIFOUYEBBIM ATANlOM
BO3PAaCTHOTO PAa3BUTHUS CKeJleTa U (PU3MOIOTMYECKUM (HAKTOPOM, OINpPEAEIISIIOIIUM
MPOYHOCTh KOCTH HA MPOTSHKEHUU BCEU )KU3HM 4esloBeKa. B TeueHue mepBbIX JBYX JIET
KHU3HU 00BEM KOCTHOM MacChl UeJIOBEKa COCTaBIISIET MpuMepHo 25%, k 18 romam — 90%,
a octapmuecs 10% xapakTepHsl 17151 Ga3bl KoHCoIUaauu ckeyneta. CoOTBETCTBYIOIIUMA
ypoBeHb BUTaMHMHa D, noctarouHoe morpediieHHe Kaliblius W QU3nyYecKas Harpyska
MO3BOJISIIOT B COBOKYMHOCTH CO3/J1aTh aJIeKBATHBI YpOBEHb MUHEPAIbHOW IMJIOTHOCTH
KocTHOM TKauu [3, 5, 9, 17, 22, 33, 51, 54, 57, 76].

XOopomo M3BECTHO, YTO MEPEJOMBbI MPEACTaBIAIOT COOOM pacmpoCTpaHEHHYIO
KIuHuYeckyto npobnemy y aereir ¢ JLII, ocobeHHO B coyeTaHUU C OTCYTCTBHUEM
BO3MOXXHOCTH XOJuTh. Stevenson R. u coast. (2006) cooburmim o 62 nepeiomax y 46
MAIMEHTOB C JICTCKUM LIepeOPATbHBIM MMapaTudoM C TSHKEJION CTETEeHbIO JTBUTATEIbHBIX
pacctporictB. OHU ONpeNenuian, YTO HU3Kass MUHEpaJIbHAs MJIOTHOCTh KOCTHOW TKaHH
npeobiagana y eTeid ¢ yMEPEHHBIM U TSKEIbIMU (hOpMaMH JIETCKOTO IepeOpaIbHOTO
napajnya, ¥ 3To ObLJIO CBS3aHO CO 3HAYUTEIbHBIM TOBBIIIIEHHBIM PUCKOM IEPEIOMOB
[38, 105, 114].

Henderson R. u coast. (2005) Takke n3Mepmiii MUHEPAJIbHYO INIOTHOCTh KOCTHON
TKaHu y aerer ¢ LI u mpunum K BBIBOY, YTO HU3Kasi MUHEPAIbHAS INIOTHOCTH YacTO
BCTpEYAETCs Yy JETEed C TKENbIMH JBUTATEIbHBIMH PACCTPOMCTBAMU M CBSI3aHA C
MOBBIIICHHBIM PUCKOM MepeaoMoB. B 0Oonee mo3niHeM HCCIEIOBaHUM HH3Kas
MUHEpalbHas IUIOTHOCTh CBA3aHAa C HU3KMM BECOM, HECIIOCOOHOCTBIO MEpPEBUTATHCS,
TPYIHOCTSIMU MPU KOPMJICHUH, HAJUYHEM TNEPEIOMOB B aHAMHE3€ U MCIOJb30BaHUEM

MPOTHUBOSMHUJICITUYCCKHX Tiperaparos [84, 127].
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Mergler S. u coasr. (2009) cnemanu BBIBOJ O TOM, YTO HMMEETCS JIUIIb
OTPAaHUYEHHOE KOJIMYECTBO BHICOKOKAYECTBEHHBIX JI0KA3aTEJIbCTB HU3KOW MUHEPAIbHOU
IJIOTHOCTA KOCTHOM TKaHW W TIEPEJIOMOB y Jnereid ¢ TsokensiMu (opmamu JILII,
CBSI3aHHBIX C OrPAaHUYEHHON CHOCOOHOCTBHIO TEPEABUTATHCS, TPYAHOCTSIMU MIPHU
KOPMIJICHUH, MPEIBIIYIIAMHU NEPEIOMaMM, UCIOIb30BAHUEM MPOTHUBOAMMICITUYECKUX
IperapaToB U MEHBIIICH KUPOBOit Maccoit [91].

Octeonnopo3  —  3a0oJyieBaHME,  XapaKTEpPU3YIOIIEeCsd  CHW)KEHHEM U
MUKPOCTPYKTYPHOM TMEPECTPOMKOM KOCTHOM TKAHHW, NPUBOASALIEH K IOBBIIICHHOU
JJIOMKOCTH KOCTEH U, KaK CIIE/ICTBUE, MMOBBIIICHUIO prUcKa niepenomos [142, 166-167].

[lo 3HauuMocTH TpobiemMa OCTEONnopo3a 3aHUMAaeT 4-e MecTo mnocie Oose3Hen
CEPJIEYHO-COCYAUCTON CUCTEMBI, OHKOJIOTUYECKOM MaTOJIOTMH U CaxapHOro auadera
[72-77].

Ocreornopo3 M MEPEOMBI, BO3HHUKAIOIIME Yy B3POCIBIX, SBISIIOTCS CIIEACTBHEM
HapyIlEHUs MHHEPAJIbHOrO OOMEHa B JIETCKOM Bo3pacTe. B moapocTkoBOM Bo3pacTe
JOJKHO MPOUCXOANTh HakormieHue 10 60% KkocTHOM Macchl. B oTimune OT B3pOCHBIX
CHIKEHHAsi MUHepanu3auus Koctu y gerer ¢ JILII He cBs3aHa ¢ morepeit KOCTHOM TKaHH,
a MPOMCXOJINT U3-3a Acduimra ee pa3sutus [5, 17, 54, 125].

Butamun D sBisieTcss BaXHBIM MHUKPOHYTPUEHTOM, KOTOPBIM NOAAECPKUBACT
roMeocTas Kanbius u pochopa B opranuzme. B nerckom Bo3pacte 25-TUIpOKCUBUTAMUH
D nmeer pemaroniee 3Ha4eHUE JJI POCTa KOCTH, MUHEPAIU3ALMY TKAHU U HOPMAJIBHOTO
(GyHKIMOHUPOBAHUS  OTIOPHO-JIBUTATEIBLHOTO ammapara, IOCKOJIbKY CIOCOOCTBYET
YCBOCHHIO MHUILEBOr0 Kayblusa. OH TaKKe PEryaupyeT MHOTOUYUCICHHBIE KJIETOYHbBIC
(GYHKIIUY ¥ UTPAET BAXKHYIO POJb B PA3BUTHU META0OIMYECKOTO CHHPOMA, CaXapHOTO
nuadera, ayTOMMMYHHBIX 3a00JI€BaHUI U HEKOTOPBIX BUAOB paka. Tspkenblid qeuuut
BUTaMMHA D MOXET NPHUBECTHM K Pa3BUTHIO0 PaxHUTa, META0OJMYECKHX 3a00JeBaHU
KOCTEM Y TMIOKAJIbLIUEMHUH B IIEPUOJ AKTUBHOTO POCTA MIAJEHIEB U IETEN
[115, 158, 161, 165].

PacnpoctpanenHocts nedunura 25-ruapoxkcuBuTamMmumHa D Bo BceM  mmpe,

Bapbupyet oT 40 10 52,4%. detu ¢ ALl numerot Gosiee BRICOKYIO YAaCTOTY AePUIIUTA
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25-ruipokcuBuTaMuHa D 1o CpaBHEHHUIO C MX 3/J0POBBIMH CBEPCTHHUKAMH, KOTOPBIN
CBSI3aH C HEAOCTaTOYHBbIM MX MpeObIBAaHMEM Ha COJIHIE, HU3KOW (QU3nUYecKon
aKTUBHOCTBIO, @ TaKXK€ HapyUICHUSIMH MHUTAHMS, HEIOCTaTOYHBIM IMOTpeOIeHHEM
KAJIbLIUS, OTCYTCTBUEM  CIOCOOHOCTM K  NEPEABIKEHUIO W IPUMEHEHUEM
npoTUBO3MUIenTHYeCKKX nperaparos (I1311) [2, 15-17, 38, 49, 165].

JletTh ¢ JeTcKUM LepeOpalibHbIM MApajddyoM YacTO HMEKT CTPYKTYPHYIO
snuinencuto (15-60%), ming nedeHus KOTOPOM HMCHOJB3YIOTCS HPOTHUBOCYAOPOKHBIE
npenapaTsl, HHIYIUPYIOMKe (GEpPMEHTHI MEYEeHU, MOTYT MPHUBOJIUTH K YCKOPEHHOMY
MeTaboau3My BuTaMuHa D, 94TO MPUBOANT K CHUKEHHUIO €T0 KOHIICHTPAIIMH B KPOBU H,
KaK CIICJICTBHE, K CHHKCHHIO MHHEPAIbHOM TUNIOTHOCTH Koctew [17, 121, 158, 161].

Panee mnpoBeneHHBbIE HCCIENOBAaHUS IMOKa3aJld, YTO JUIMTEJbHOE JIeUYEHHUeE
MPOTUBOAIUJIENITUYECKUMH TIpenapaTaMi U3MEHSIET KOCTHBbIA METa0OJU3M U, MOXKET
ObITh, OJHUM U3 (haKTOPOM pHCKa ocTeoneHuu y aereil. enobapOuran, kapbamazenuu
Y BaJIbIIPOEBasi KUCIOTAa MOTYT BJIMATh HA KOCTHBIM U MUHEPaIbHBI OOMEH, TEM CaMbIM
CIOCOOCTBOBATh PAa3BUTHIO PAXWTA, OCTEONOpPO3a W OCTEONEHHUM, YTO MPUBOAMUT K
4acThiM MepesioMaM. [IprMeHeHre HECKOJIbKUX MPOTHUBOCYIOPOKHBIX MpPEnapaToB M
TSDKEIbIE HapYIIEHUs: OONBIIMX MOTOPHBIX (DYHKIMNA 3HAYUTEIBHO YBEJIMYMBAET PHUCK
0CTEOIopo3a u MepeoMoB y neteit [17, 52, 74-75].

CHmXeHne MUHEpaIbHOM IJIOTHOCTH KOCcTH Ha ¢oHe npuema [1311 mpoucxoaut, ¢
OJTHOM CTOPOHBI, B pe3yJIbTaTe YCUICHHOTO KaTaboau3Ma BuTaMuHa D yepe3 HHIyKIUI0
(GepMEeHTOB MeuYeHH, MPUBOMASIIEIO K OTHOCUTEIbHOW T'MIIOKAJIbIUEMHUH, YBEIUUYECHUIO
NapaTUPEOUTHOTO FTOPMOHA U MOCEAYIOIEMY Pa3pyLIEHUIO KOCTEH, C APYyTrOi CTOPOHBI,
MOCPEACTBOM BIIMSHHSA Ha BCAChIBAHWE KalblIUid B KHIIEYHHKE, WHTUOMPOBaHUS
KJIETOYHOI'O OTBETa HAa IApaTUPEOHUJHBI TOPMOH, pa3BUTHUs THUIIEpIIapaTUpeo3a M
naeduimTa Kabnutonuna [5, 17, 110].

B uccnenosanun Albaghdadi O. ¢ coast. (2016) ycraHoBiieH qeUIUT BUTAMUHA
D y 75% mnanuenTtoB, npuauMaBmux [19I1, nmpuyem oH Obul HambOosee BBIPAXKEH Yy
OOJIbHBIX, MOJYYaBIIMX KOMOMHAIMU pa3IMYHBIX NpenaparoB. JliMTenbHas Tepanus
MPOTUBOCYAOPOKHBIMU TIpeNaparaMy BbI3bIBAET HapyLIEHUS MeTa0oJi3Ma KajblLus,

BKJIIOYasa THIIOKAJIbIIUCMHIO, FI/IHO(l)OC(l)aTeMI/IIO, MOBBIIIICHHBIN YPOBCHDL H.ICJIO‘IHOﬁ
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docdarassl u [ITT" B CBIBOPOTKE, PEAKTUBHOMY THIEPIIAPATUPEO3Y, a TAKXKE CHIDKCHHE
YPOBHsI OHOJIOTHYECKU aKTUBHBIX MeTab0nTOB BuTamuna D [2, 17].

B npyrux wucciaegoBaHUsX y J€T€H, MOTy4YarOUIUX MPOTUBOSMUIECIITHUYECKUE
npenaparbl U CaryieMEHTAlMI0 BUTAMUHOM D, yCTaHOBJIEHO YBEIMYEHUE MapKEpOB
KOCTHOT'O Me€Ta00JIM3Ma, OJHAKO KOPPEALIMU MEXKTy KOCTHBIMU MapKepamMu U YPOBHSIMU
25(OH)D mosrydeno we 6bu10 [5, 17, 171-174].

BriosiHe BeposSTHO, 4YTO MPOTUBOCYAOPOKHBIE TMpenaparbl MOTYT HU3MEHSTh
MUHEpAJIU3aIMI0 KOCTHOM TKaHU 3a CUET HE3aBUCUMBIX OT BUTaMuHa D s exToB, x0T
TOYHBIE MEXAHU3MBbI 3THX MATOJOTHMUYECKUX H3MEHEHUW M0 CUX MOp MOJIHOCTBHIO HE
BbIICHEHBI. [IpeamnonaraioT, 4To MPOTUBOAMUICITUUECKUE Mpenaparbl BO3JICHCTBYIOT
HETMOCPEICTBEHHO Ha KOCTHBIE KJIETKH IMyTeM HHTHOUPOBAHHUS CEKPEIIUU OCTEOKaIbIIMHA
U npoyiddepannu ocTeod1acToB, TAKUM 00pa3oM, CIOCOOCTBYS MOTEPE KOCTHOM MacChl
B JIOJITOCPOYHOM niepernektuse [2, 17, 131].

JleTn ¢ JeTckuM LepeOpalibHbIM MapajiuuyoM, OCOOCHHO HaXOoJsIIHecs B
CHEIUATU3UPOBAHHBIX YUPEKICHUAX, IMOIy4YalOT HEJAOCTATOYHYIO HWHCOJIALMIO, YTO
yCWJIMBAET pUCK runoBuramuHo3a D. Bcem manumentam ¢ JILII pexomenuayercs
NOCTOAHHBIN npurem BUTamMuHa D B cyrounoi no3upoke 800-1000 ME nog koHTposieM
koHueHtpaiuu 25(OH)D B ceiBopoTKe KpoBHU, HE MeHee YeM | pa3 B 6-12 mecsiien
[17,117-119].

Takum oOpa3zoMm, psg (QakTOpoB MOXKET HETaTUBHO BIUATH Ha TMPOIECCHI
MOJICIMPOBAHUS KOCTH B JIETCKOM BO3PACTE U MOBBINIATH PUCK TIEpesioMoB. Jledopmarius
KOCTEM, BbI3BaHHAs HEMOABUKHOCTBIO (JJIUTENbHBIN MOCTEIbHBIN PEKUM, OTPAHUYCHHAS
¢busndeckass Harpy3ka, THUIICOBas IMOBS3KAa WM Jpyras HMMOOWIM3ANHS) MOXKET
MIPUBOJUTh K 3HAYUTEILHOU MOTEPE KOCTHOM Macchl. ['eHeTHUecKrne U rOpMOHaIbHBIE
(dakTOphI TAKXKE BIUAIOT HA POYHOCTH KoctH [15, 60, 94, 96].

Poct koctu xapakTepuszyercs ABYMs MPOTHBOMOJIONKHBIMU TIpOllECCAaMU —
MoaenupoBaHusi  (oOpa3oBaHHMS HOBOWM KOCTHOM TKaHM  oOcTeo0jacTaMu) U
peMojieTupoBaHus (erpajgaluu CTapoil KOCTHOM TKaHU OCTeoKJIacTamu). Macca KocTu
3aBUCHUT OT OajlaHCca MEX]ly 3TUMU Tporeccamu. [loTeps KOCTHOI Macchl U OCTEONOPO3

MOT'YT BO3HHKATb, KOrga aKTHBHOCTb OCTCOKJIACTOB IIPCBBIIIACT AKTHBHOCTD
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octeobnacroB. Kanbnuii, dochop, Buramuna D u IITT" HeoOXoauMBI 1711 aICKBaTHOTO
dbopmupoBanus KocTell. KoOHIEHTpaius KaubIUsi PETyIUPYETCs KOMIUICKCHBIM
B3aumozeiicTeuem Butamuna D, ITTT u docdopa [17, 76, 108, 148].

bazoBas mabopaTopHas OIeHKa MareHTa ¢ MoA03PEHHEM Ha OCTEOMOPO3 JOJDKHA
BKJIFOYATh OOIIHI aHaTU3 KPOBH, ONIPECIICHNE CBIBOPOTOYHOTO KPEaTHHUHA, IIETOYHOM
docdarassl, 25-rugpokcuBuramuna D (25-OHD), ITTT, kaneuus u dpocdopa
[17, 123, 175-176].

B mocnemHuwe roabl IS OIEHKHM COCTOSIHHSI KOCTH, MeTabojIM3Ma KOCTHOTO
MaTpUKCa WCIONB3YIOT TaK Ha3bIBaeMble OHMOMapKephl octeoroposa. l[log 3tum
TEPMUHOM OOBCAWHSIIOT TPYMIy JTa00pPaTOPHBIX TMOKa3aTeIeH, MPsSMO WM KOCBEHHO
OTpaXKAIOINUX WHTCHCHUBHOCTHh IPOIICCCOB OCTEOTEHE3a M OCTEOpPE30pOIMH, YTO
MO3BOJIIET OCYIIECTBIATh MOHUTOPUHI TE€UeHHsS 3a0osieBaHus] U AHPEKTUBHOCTH
neyenusa. Cpenu HMX HauOosee HM3Yy4YEHBI OCTECOKaNbIMH, IiesnouyHas (ocdarasza, B
MEHbIIIEH CTENEeHN KapOOKCUTEPMUHAIBHBIN TEIONENTH T KoJuiareHa | Tumna
(B-CrossLaps) [17, 137, 145].

OcTeokanbluH - O€JIOK, CHHTE3UPYEMbIH OCTeo0acTaMu, KOTOPBIM BKIIOUAETCS
BO  BHEKJIETOYHOE  MPOCTPAHCTBO  KOCTH,  SIBIETCA  TMO3JHUM  MapKepoM
0CTE€00aCTHYECKON aKTHBHOCTH, MO3TOMY €r0 HCIOJb3YIOT B KAaueCTBE IMOKa3aTels
MHTEHCUBHOCTH KocTHOro aHabonu3Mma. IITT oka3piBaeT mHrHOUpYyIOIIEe NeHCTBHE HA
pPOCT 0CTE00JIACTOB, MPOAYIUPYIOMIUX OCTEOKAJIBIIMH, U CHUKAET €ro COoJepKaHhe B
KOCTHO# TKaHU U KpoBH [134].

lenounas ¢ocdaraza - dhepMeHT, TPUCYTCTBYIOMUNA HA IUTOILUIA3MATUYECKON
MeMOpaHe 0cTeo01acTOB, Y4acTBYET B (JOPMUPOBAHUU W MHHEPATU3AINHA OCTEOUA U
CIIYKHUT TIOKa3aTesIeM 0CTE00IaCTHIECKON aKTUBHOCTH.

KapOokcurepmuHalibHblii  Temonentuy koimiareHa | tuma  (B-CrossLaps)
MIPEACTABISIET COOOM MPOAYKT JETpajallid COOTBETCTBYIOIIETO OElKa W CYIIECTBYET B
nByx (opmax (anbda- u O6era-uzomepsl). [IoBbIIIIEHHE CHIBOPOTOYHON KOHIIEHTpPALUU
oera-popmbr  (B-CrossLaps) MoOXeT  CBHICTCIBCTBOBATH 00  HMHTCHCHUBHOCTH

ocreopesopoumu [5, 17, 77].
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JlnarHocTuka OCTeonopo3a y JeTeil MPEeACTaBIsE€T ONpPEACIICHHbIE CIOKHOCTH,
CBsI3aHHBIE C (DM3MOJOTUYECKUMH W3MEHEHHSIMU MUHEPAIbHOW IJIOTHOCTH KOCTHOM
tkann. B 2007 1. MexayHapoaHOe OOIIECTBO KIMHUYECKON JIEHCUTOMETPHH
OITy0JIMKOBAJIO PYKOBOJCTBO, B KOTOPOM OBLIM YCTAHOBJICHBI KPUTEPHUH OCTEOIIOPO3a:
COYETAaHUE HU3KOM MHUHEPAIBHOM KOCTHOM MAacCChl IO JAaHHBIM JICHCUTOMETPUU
(IByXdHEpreTu4eckorl pEeHTTeHOBCKOW abcopOumomerpuu - DXA) m mepenomoB B
aHamHe3e. JleHcuToMeTpuio HauboJiee YacTO HCMOJB3YIOT ISl OIEHKHM MUHEpaIbHOU
IJIOTHOCTU KOCTHOW TKaHU, OJTHAKO €€ MPUMEHEHUE Y JIETEeH CBA3AHO C ONPE/ICICHHBIMU
METOJI0JIOTUYECKUMU U BO3PACTHBIMU OTpaHUYEHUSMU. BaKHBIM acleKTOM SIBIISIETCS
TaKke TOT (PaKT, YTO C MOMOIIBI0 METOJOB «KOCTHOUW JEHCUTOMETPUN» MOXKHO CYJUTh
00 OCHOBHBIX MapaMeTpax MPOYHOCTH KOCTHOM TKAaHH, OJHAKO, 3T METOJbl HE JaI0T
uH(GOPMAIIUU O COCTOSHUU KOCTHOTO MeTabonm3ma [5,17, 97, 151].

[IpoBenennie neHcutomeTpun y nanueHtoB ¢ LT ObiBaeT 3aTpyaHeHO H3-3a
CIIOKHOCTH  TO3ULIMOHUPOBAHUS peOeHKa (KOHTPAKTYpPhl, AaCUMMETPHUs  MO3bI,
UMIUIAHTaThl B pe3ysibTaTe MPOBEACHHBIX paHee omepanuil). Y Aereil ¢ 3aiepx Ko
JUHEHHOTO pocTa U GU3MUECKOr0 Pa3BUTHS, PE3YIbTaThl UCCIEAOBAHUN MUHEPATBLHON
TUIOTHOCTHU KOCTHOM TKaHU JIOJKHBI aHAJTU3UPOBATHCS C YU4ETOM a0COIIOTHOTO POCTA MU
CpPaBHUBATbCSI C  COOTBETCTBYIOIIMMHU  TEAWATPUYECKUMU  0azamMu  JIaHHBIX,
BKJIIOUAIOIIMMH CTieIM(pUIECKre s BO3pacra, mojia U pocra Z-KpuTepuu. Tem He
MEHee, OIpeJeieHNe COCTOSHUA KOCTHOM TkaHm y OonbHbIXx ¢ JILII coxpanser
aKTyaJIbHOCTh JIJI1 OLIEHKM pHUCKAa OCTEONOpo3a, a TaKXKe MPOrpecCUpOBAHUS
nedopmMarvii ¥ mepeaoMoB Koctei [5, 17, 149].

Psn uccnenoBaHui MOCHEAHUX JIET MOKa3al MPSMYIO 3aBUCUMOCTb MEXIY
YPOBHEM HapylIieHUs: OONbIIMX MOTOPHBIX (GyHKIuM 1o kinaccupuxarmuu GMFCS u
MUHEPaJThbHOW TUIOTHOCTBhIO KOCTHOW TKaHW: 4eM Tspkenee ypoBeHb mo GMFCS, tem
HWKE MUHEpaJIbHAS IJIOTHOCTh KOCTHOW TKanwu [17].

Takum oOpa3om, I AMArHOCTUKM pHUCKa octeomnopo3a y paered ¢ JILII
aKTYaJIbHBIM SIBJISIETCS UCIIOJIB30BaHNE OMOXUMUYECKUX MAPKEPOB, KOTOPHIEC B OTIMYHE

0T ACHCHUTOMCTPHH, 0Tpa>1<a}0mel71 COCTOAHHUC MHUHCPpAJIN3aluU KOCTHOM TKaHU Ha
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MOMCHT HCCJICAOBAHMNA, IIO3BOJIAIOT CYAUTHb O CKOPOCTH W HAIIPABJICHHOCTH IIPOLCCCOB

KOCTHOTo Metabosm3ma [17, 71].

1.4 Ouenka aHTPONOMeTPUYECKUX MOKa3aTeIel aeTell ¢ JeTCKUM

nepedpaIbHbIM NapaJnuoM

Hapymienuss pocta ¥ mnuTaHus BCTpPEYAETCA NPAKTUUECKH y BCEX JIETe co
crnacTuueckuMu ¢GopmMamMu JETCKOTO IiepeOpanibHOro mapanuya. JlepuuuT NnuineBbix
BCIIIECTB MOKET YCYI'yOUTh TOTEpIO0 JBHTaTEILHOTO W KOTHHUTHBHOTO Pa3BHUTHS,
COI[MAIU3allMU, TICUXOJIOTHYECKUX  (PYHKUIMM, TOBBIIMICHUIO  OOpamieHuid  3a
MEIMIIMHCKUMH YCIIyT'aMH U MOTPeOHOCTEH B rocnuTanu3anuu 6oiasHbix ¢ LI [13, 38,
41, 45, 58, 69].

JIist  OIlEeHKM aHTPONOMETPUYECKUX IIOKa3aTejied MallMeHTOB ¢ JEeTCKUM
1epedpaibHbIM TapaJIMvdoOM MCIOJIB3YIOTCS ATAJOHHBIE TMOKa3zaTelnu sl JeTedl 0e3
HEBPOJIOTMYECKOT0 Jiepuiura.

[Ipu npoBeleHNH aHTPOTIOMETPUUYECKUX MCCIEIOBAHUN Y AeTel ¢ 1iepedpabHbIM
napajiiioM H3MEPEHHE POCTa MOXKET OBITh 3aTPYJHEHO BCIIEJICTBUE KOHTPAKTYP,
CKOJIMO3a W MBIIIEYHOW CHacTUYHOCTH. Eciu craHmapTHoe H3MEpeHHe pocTa He
npejacTaBisieTcss BO3MOXKHBIM (Hanpumep, mpu GMFCS IV u V), ucnons3yroT pacyeTHbIE
meTobl [45, 47, 72].

Kak onuH W3 BapMaHTOB, 3TO METOJI CErMEHTapHBIX HU3MEPEHUU, MPU KOTOPOM
VYUTHIBAIOT CYMMY JIJIMHBI Pa3IUYHBIX CETMEHTOB Telia. YpaBHEHUSI pacueTa pocTa ¢
UCIIOJIb30BAHUEM CETMEHTAPHBIX W3MEPECHHMI KOHEYHOCTEeW ObUIM pa3paboTaHbl s
ompeseleHus] JOCTOBEPHON MJIMHBI Teja y TAIlMeHTOB C HApPYIICHUSMHU OOJIBIINX
MOTOPHBIX PyHKIHi [44, 66].

R.D. Stevenson u coaBt. (1995) cTpemsch ydecTh crielupuIecKUe aHOMAIUU
pocta npu JIII1, pazpaboTan ypaBHEHHUs MO JJIMHE CETMEHTOB KOHEYHOCTEH Ha TPYIIITy
MalKUeHTOB C JaHHOUM maTtosiorueld B Bo3pacte A0 12 ner (Tabauua 1.1). OnHako B ero
pabore He yuutThiBaicia ypoBeHb GMFCS, a mnamyeHThl €O CKOJHMO30M WM

KOHTpaKTypamu ObLIM UCKITrOUeHBI [44, 147, 170].
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W.C. Chumlea u coast. (1994) paspaboranu ypaBHEHHE IJIs1 pacdyera pocTa C
UCIIOJIb30BaHUEM BBICOTHI KosieHa (Tabmmma 1.1) y mamueHToB C OrpaHUYCHHBIMU
(bu3HYeCKUMHU BO3MOXKHOCTAMH. OHAKO U3MEPEHUS U PACUEThl ObUTH BHITIOJIHEHBI MTPU
MCCIIEIOBAaHUY TPYIIIbI 3JOPOBBIX AeTei (B Bo3pacte oT 6 10 18 ner), u npuMeHeHne ITUX
ypaBHeHuM y nanueHToB ¢ JLII MoxeTr maBath HEKOPPEKTHBIE PE3yJbTATHI, B CBA3U C

yeMm oHM ObuTH MoaudummrpoBansl Samson-Fang LJ, Bell KL. 2013 [44, 79, 139].

Tabmuma 1.1 — VYpaBHeHus sl pacueTra pocTa C HCHOJb30BAHUEM CETMEHTAapHBIX
U3MEpEeHUN

VYpaBaenus W.C. Chumlea (310poBbie neTH, Bo3pact — 12-18 net), BanuaupoBaHHbIE
y aerei ¢ AT
Masnbunku H = (2,22 x KH) + 40,54
JleBouku H=(2,15x KH) +43,21
Ypasuenus R.D. Stevenson (meru ¢ AT, Bo3pact - 0-12 neT)
BricoTa KosieHa H=(2,68 x KH) + 24,2
JlnvHa rojaeHu H= (3,26 x TL) + 30,8
Ilpumeuanue - H - pacuetnas BenuuuHa pocra, KH - Beicora konena, TL - jyimHa royieHun

H. Haapala u coarr. (2015) mnpoaHanu3upoBaii COOTBETCTBUS MEXKIY
paccUMTaHHOM BEJIMYMHOM pocTa (C ydeToM JJIMHBI CErMEHTOB KOHEYHOCTEW) C
ITOMOIIBIO BBIIENEPEYUCIEHHBIX YPABHEHUN U CTAHAAPTHBIM U3MEPEHUEM JIJIMHBI TEJa
B TETEPOTCHHOM, KIMHWYECKH PENpe3eHTaTUBHON BbIOOpKe mamueHToB ¢ JILIII.
DakTUYECKHUI POCT OMPEACIIIIN JTUOO0 B MOJOKEHUU CTOA, JIMOO B MOJOKEHHUH JIeKa Ha
CIIMHE Y TAlIUEHTOB, KOTOPBIE HE MOTJIU CTOATh. B pe3ynbTare, OHU NOJIYYUIN 3HAUUMYIO
pa3HUIly MEXIy JBYyMS METOJaMH HW3MEPEHUs © JOKazald HEOOXOJIUMOCTh
WCIIOJIb30BAHUS aJbTEPHATUBHBIX IMapaMETPOB pacyeTra pocTa, OCOOEHHO y AeTel C
TSDKEJIBIMU JIBUTATSILHBIMU HapymeHusimMu [44, 56, 148].

A. Garcia-Contreras u coapr. (2016) moaTBepAWIM TOJE3HOCTh YPaBHCHHS
Stevenson aJist OTICHKM pOCTa MAIMEHTOB CO criacTudeckoi kBaapuruierueid (GMFCS V).
KoaddummeHt koppensiuun Mexay U3MEPEHHBIM H PACCUUTAHHBIM POCTOM ObLT OOJIbIIIE
y mauueHTtoB ¢ LI, yem y 310poBbIX JeTeil. ABTOpPBI TaKK€ CUMTAIOT, YTO BBICOTA
KoJeHa 0oJiee BCEro MOAXOAUT JUIsl pacuera pocTa MAILMEHTOB CO CHAaCTHYECKUMU

dbopMamu IeTCKOTO IepeOpaIbHOTO Mapairya, ueM JUIsS 310poBbIX jaerei [32, 44, 113].
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VYpaBHeHus1 JJ1s pacyeTa pocTa C MOMOIIBIO BBICOTHI KOJIEHA W JIJIMHBI TOJICHU
none3Ho s Beruucienuss UMT nauunentos ¢ LI 1 ux no-npexHemy HCHOJIB3YIOT B
paboTax 3apyOexHbIX HcclenoBanuii [2, 26, 29, 66].

N3BectHO, u9TO  pedepeHCHBIM  cTaHmapT  BcemupHOi — opraHu3anuu
3MPAaBOOXPAHEHUSI HE TOJIXOIUT IS OICHKHA OOJBITUHCTBA AHTPOIIOMETPUUYECKHUX
MOKa3aTesied MalueHTOB C JIETCKUM LiepeOpabHbIM napaindoM. PocT 3tux aereil He
CJIEyeT CPaBHUBATH C POCTOM 3/10pOBOI momysisiiuu. ['paduku pocta 310pOBBIX JI€TEH,
KaK MPaBUIO0, IEPEOLICHUBAIOT YHUCIIO MAIIMEHTOB C HEJIOCTATOYHBIM BeCOM (110 TabauIam
LEHTWIeH 370poBBIX JeTel koimuecTBo OonbHBIX JIILII ¢ HemocTaToyHbIM BecoM
oonwie) [44, 50, 146, 153].

[locTenenHo  umccienaoBaTeNd,  3aHUMAIOIIMECS  MpolOJieMaMu  JIETCKOIO
nepedpaibHOTO Mapajinya, NPUXOAAT K BBIBOAY, 4YTO B KadecTBe pedepeHCHBIX
MoKaszaTeyied Jydille UCIOoJIb30BaTh Trpaduku pocTa (ClelralbHble [EHTHIbHBIC
tabnuiel), paspaboranHeie Day S. u Brooks J. (2011). Onu mnpoBenu Oo0JbIIOE
uccienoanre cpeau nanumentoB ¢ JIII, koropeie obpamanuce B JlemapraMeHT
passutus Kanudopuun (CILIA) B mepuon ¢ 1988 mo 2002 rr. beur npoananu3upoBaH
POCT MAIIMEHTOB C JIETCKUM IIepeOpaIbHbIM MapaJIudoM U HalACHbl YETKUE TPAHUIIBI IO
POCTY U Becy MeXIy Haubosee U HauMeHee TsDKEIbIMU THUIIAMHU HApYIICHUH OOIBIINX
mMoTtopHbIx Gyukiuit mo GMFCS [45, 54, 111, 129].

beimn mocTpoeHsl crienuanbHble MeHTHIbHBIE Tabmuibl pocrta, Beca, UMT nmus
nanueHToB ¢ JILIIT B Bo3pacte ot 2 10 20 neT. OTAeIbHO 711 MaTBYMKOB M JIEBOUYEK OBLIH
pa3paboTaHbl cCHeNHalbHble TpadUKH IS KaKIOTO W3 MATH YPOBHEH CHCTEMBI
kiaccudukanum 6ompux MoTopHbIX pyHkmit (GMFCS 1-V). Yposens V (Haunbomnee
TSDKEJIasl JIBUTaTeNbHAs HEJOCTATOYHOCTh) ObLT JIOMOJHUTEIBHO XapaKTepU30BaH IO
HaJIMYUI0 WK OTCYTCTBHUIO AHTEPAJIBHOTO 30HJ0BOro nuranHus. Ha rpadukax Obuin
ONpeAeCHbl MOKAa3aTeNId Beca JETeW, MPU KOTOPBIX 3HAYUTENIBHO MOBBIIIAETCS PUCK
cmeptHocTU. Jnsa ypoBuei I u Il mkanst GMFCS on Obin <5-r0 mpoueHTWss, npu

GMFCS 11—V - menbire 20-ro nponentwis [32, 44, 79].
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Vinals-Labanino C. ¢ coasr. (2019) Ttaxke MNOATBEPIKIAIOT HEOOXOIUMOCTh
UCIIOJIb30BaHUs TpaguKOB pocrta, pazpadoranHbix Day S. m Brooks J., B xadecTBe
OPUEHTHPA I OLICHKU aHTPOIIOMETPUYECKUX XAPAKTEPUCTUK IanreHToB ¢ JIIII1
[44, 188].

Egenolf P. u coaBr. (2019) pa3paboranu CUCTEeMy MNPOIECHTHJICH pocTa s
EBPOIICOMTHBIX JIETEH C JCTCKUM IIepeOpabHBIM MapaIidoM B 3aBUCUMOCTH OT CTCTICHH
HapyIICHHUS JBUTaTeIbHOM (GyHKIMH. [lo pe3ynbrataM HCCIICJOBaHHS 3THX aBTOPOB,
POCT MAIUEHTOB C JCTCKUM IepeOpaTbHBIM MapaIndoM ObLI 3HAYUTEILHO MEHBIIIE, YeM
y 3I0POBBIN JIeTel €BPOIMEONTHON Pachl, M ATa Pa3HUIIA YBEIUIMBAIACH C YXYAIMICHAEM
JIBUTATEIbHOW aKTUBHOCTH [44, 84].

AnekBaTHas OIlEHKA aHTPOIIOMETPUYECKUX TIOKa3aTelied OYeHb BaKHA IS
pEIICHUS BOIPOCOB O HYTPUTHBHOW TMOJIEPIKKE, a TaKKe I OOCCICUCHHS JTyUIIeTro

KauecTBa xu3HM aeren ¢ LI u ux cemen.

1.5 Oco0eHHOCTH NUTAHKMS M OPraHU3alUs HYTPUTUBHOM MOJJAEPKKHU AeTeil ¢

AETCKUM LepedpabHbIM NAPAJTHYIOM

[IpoGnemMbl ¢ TpUEMOM MWLM M HEJOCTATOYHBIM MOTPEOJECHHUEM MHUIIEBBIX
BEIIECTB HEPEJKO BO3HUKAIOT Yy MAIMEHTOB C JIETCKUM IepeOpalibHbIM MapainuoM,
0COOEHHO y JIETeH ¢ Cepbe3HBIMU JBUTATEIILHBIMU HAPYIIICHUSIMHU, YTO MOXKET OKa3bIBATh
HEraTUBHOE BIIMSHUE HA 37I0POBBE, PU3NUYECKOE U KOTHUTUBHOE pa3BuTHe. [1o qaHHBIM
uccienoBanuii, y 58% TMamueHToB ¢ yYMEpEeHHbIMH W TsokensiMu dopmamu JIIITI
OTMEYAIOTCS Pa3jJu4yHble NPOOJEMBI C NHUTaHHEM. TmonépxuBanue eaon (56%),
MIPOJIOJDKUTEITLHOCTH KOpMIIeHUs OoJiee 3 yacoB B CyTKH (28%), TPYTHOCTH C )KEBaHUEM
(26%) [13, 30, 63, 85, 90, 115-116].

KopMienue uepe3 poT — CIIOXKHBIN MpoIece, TPEOYoUui 3pesioi cocaTenbHON
(yHKIIMU y MIIQJICHIIEB U XOPOLIEH KOOPAUHAIIMU COCAHUA C JIbIXaHUEM U TJIOTaHUEM.
CnoXHOCTH ¢ KOPMJIGHUEM HEPEAKO MPUBOJIAT K PA3BUTHUIO HEIOCTATOYHOCTH MUTAHMUS,
KoTopasi BcTpeuaercss B 29-46% cnydyaeB u yaimie HaOMrofaeTcs y JeTed cTapliero

BO3pacta, ¢ OoJjiee BBIPAXEHHBIMU JBUTATEIbHBIMU U  Opo(apUHreasbHbIMU
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HapyLIEHUAMH M HMHTEJUIEKTYaJbHOM HEAOCTaTOYHOCThIO. Cpeln  OCJIOKHEHHUH,
BJIMSIOUINX Ha KOPMJIEHHE, BCTPEUAIOTCs OpodapuHreanbHas qucdarus, acnupanuoHHas
MTHEBMOHMUS, 3aMOPBI U TacTpod3odareanbHas pedurrokcHast 001e3Hb
[14, 30, 41, 177-178].

OpomoTtopHas AUCOYHKIUS SBISIETCS OCHOBHBIM (DAKTOPOM, OTpPEAENSIONIUM
TPYIHOCTH C NPUHIATHEM MHILU U KUAKOCTH y nanueHToB ¢ LI u Bctpeuaercs y 90%.
HecornacoBanHas pa®oTa MBI A3bIKA U IJIOTKH, HAPYIIEHUS B padOTe YEIHOCTHOTO
anmnapara MHOPUBOAST K MEJIEHHOMY JKEBaHHUIO, TPYAHOCTSAM IIpU TJIOTaHUH,
NONEPXMUBAHUIO, BOSHUKHOBEHUIO PBOTHI, BHICOKOMY PUCKY aCHHUPALIMK BO BPEMS €1bl U
NuThs. (IOBTOPHBIE ACHHUPALMOHHBIE MMHEBMOHUU MOTYT HMMETh >KM3HEYTPOXKAIOIIUE
MOCJIEJICTBUSI ), YTO MPUBOJUT HE TOJIBKO K YMEHBIIEHUIO 00BbeMa MOTpeOIsieMoi U,
HO U HapyIlIeHHo O0e3omacHocT kopmienus [33, 140-141].

OpoMoTopHas aucdarvs BbI3BaHa HApYLIEHWEM KOOPAWMHAIMU TIJIOTAaHUS U
IbIXaHus U HaOmonaercs y 2 u3 3 Aeteil ¢ AeTCKUM 1epeOpaibHbIM NapainiioM U, Kak
M3BECTHO, BIUSIET HA UX HYTPUTUBHBINA CTATyC, HA (DYHKIMIO JABIXaTEIbHOW CUCTEMBI U
BBI3bIBAET MCUXOJOTHYECKYI0 HAarpy3ky y poaurteneid. MccnegoBarenu u3 Oxcdopna
ycraHoBwin, 4To 20% poauTeneil cuuTaroT KOPMJIEHHE CTPECCOBBIM, C YCHUJICHHUEM
HEPBHOTO HANpPsDKEHUS IO MEpE YBEIMYEHHS TSDKECTH OCHOBHBIX JBUIATEJIbHBIX
napymennii [40, 63, 70, 127-128, 166].

Jletu ¢ TakuMu poOIeMaMH UMEIOT BBICOKYIO 3a00JI€BA€MOCTb, YaCTO CBA3AHHYIO
C acnvpanMed MU, W  IOABEPKEHbI IOBBIIIEHHOMY PHCKY HEIOEIaHMS.
HenocrarouHocTh nUTaHMs, B CBOIO O4Y€pEb, IPUBOJIUT K HapyIIeHHUIO pocTa. Hanuune
COITYTCTBYIOILIEH IMATOJIOTUN OKa3bIBAET HEMOCPEACTBEHHOE BIUSHNE HA IPUEM ITULIU U
MOXET CIOCOOCTBOBATh PA3BUTHIO HEJOCTATOYHOCTH IWTAaHUS M TPUBOAUTH K
He0OXO0IMMOCTH aIbTePHATHBHBIX CITIOCO00B Kopmitenus [59, 92, 128, 130].

HenocraroyHoCTh MUTaHUS U HU3KHUE AHTPOIIOMETPUUECKUE MHIEKCHI SBIISIFOTCS
MPOTHOCTUYECKUMHU  (AaKTOpaMU  HU3KOW  BBDKMBAEMOCTHM JI€T€d C  JIETCKUM

nepeOpasibHbIM mapainyom [144, 179-181].
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ITockoNbKy TPYAHOCTH C KOPMJIEHMEM YaCTO HAYMHAKOTCS PAaHO, & OTPAaHUYECHUS
pOCTa yCHIIMBAIOTCS C BO3PACTOM, BaKHO 00ECIIEUUTh ONTUMAIBHOE MUTAaHUE KaK MOYKHO
panbIre [27, 153].

K cHmwkeHuto noTpeOieHHs MUIIM TaKXe MOTYT NPUBOAMTH 3aTPyAHECHHUS
KOHTaKTa C pEeO0EHKOM (HECHOCOOHOCTh BBIPa3WTh YYBCTBO T0JIOAA, HACHILIEHUS U
KaK/Ibl, MUILEBbIE MPEINOYTEHHS), HEBO3MOXHOCTh CAMOOOCITY>)KUBaHUs (HapylIeHUE
(yHKUMM BEPXHUX KOHEYHOCTEH W IOJIOKEHUS TOJIOBBI), MPOAOLKUTEIHHOE BPEMs
npyema MUIlU, KOTOPOE MOKET ObITh B 4 pa3 Oosee MpoJ0JKUTEIbHBIM, YEM Y 3/I0POBBIX
nereii [17, 30, 128].

Hetu co cnacruueckumu popmamu LI, nmeromme cTpyKTypHYIO SMUJIENICHUIO,
MOJIyYaroT JIEYeHHE MPOTUBOSMMICITUYECKUMU I[penaparaMi, KOTOpble HMEIOT
1no0oyHble 3(P(PEKThI, HEraTUBHO BIUSAIOT HA PETYJSALHUI0 SHEPreTUYECKOro OajlaHca u
anmneTuTa ¢ Mocienyrouled norepei (TonmupamMar) WM yBeJIMueHUEeM (KapOaMasenuH,
Basbnpoar) mMaccel Tena [30, 120, 154].

OnHMMH W3 NEPBBIX CHMIITOMOB JETCKOrO LEpeOpalbHOTO Mapajiuya y AeTel
MOTYT OBITh TPYIHOCTM HpPU KOPMJICHUM, Takue Kak 3aTPyAHEHMs TIJIOTaHMUS,
CPBITMBaHHUsA, IONEPXUBAHMWE IHUIIECH, YTO 3a4acTyl0 NPHUBOJUT K Pa3BUTHUIO
acIMpalMOHHOT0 cUHApoMa. [Ipy BO3HUKHOBEHUH JaHHOW CUMIITOMATHKH, HEOOXOAUMO
CBOEBpPEMEHHOE OOpallleHHe K CIeNUaTuCTy-HyTpuiroiory. Ha cnocoOHOCTs pebenka
€CTh U ITUTh BIUSAIOT MHOTOUUCIICHHBIE (DAKTOPHI, B TOM YHCIIE COCTAB MUILHU U )KUIAKOCTH,
TSDKECTh XapakTepa 3a0oJeBaHUs, OKpy’Kaiollas cpefa M JIMIO, OCYIIECTBIISIOIIEe
KopmiieHHe. PelieHne BBeJeHHMS MUTaHUS Yepe3 30HA HEOOXOIUMO MPUHUMATH
COBMECTHO C CEMbEH, TaK KaK 3TO MOXKET BbI3BaTh OOJIbIINE TPOOIEMBI Y pOAUTENCH
[23-24, 26, 30, 183].

C uenpro OUEHKH CIOCOOHOCTH MPHUHATHS NUILKM U XKuAKOCcTH y aereit ¢ JILII
ucnonb3yercs mkana EDACS (Eating and Drinking Ability Classification System).
CBs13b MEXK 1y HapyIIEHHEM OONBIINX MOTOPHBIX (DYHKIIMI MO CUCTEME KIIaCCU(PUKALUN
GMFCS wu ypoBHEM CHOCOOHOCTH NPUHSATUS THUIM W KUJIKOCTU IO CHCTEME

knaccuukanun EDACS xopomio ocBemeHa B 3apyOexHoil auteparype. Jetu c
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BBICOKMMHU ypoBHsAMH 10 kiaccupukaruu GMFCS u EDACS, cranosTcs Hambomee
ySI3BUMBIMU B IIJIaHE aJeKBaTHOTO npuema nuiu [41, 87].

JIis BBISIBJICHUST HapyIICHHHA KopmiieHUS u TioTaHus, Arvedson J. (2013)
MPEJIOKUII UCIOIB30BaTh «CUMIITOMBI TPEBOTH», TAaKUE Kak: MPOJOTKUTEILHOCTH
KopmteHus 6osiee 30 MUHYT, HAPSDKEHUE U CTPECC BO BPeMsl KOPMJICHUS Y peOeHKa 1
B3POCIIOr0, OTCYTCTBHE MPUOABKU MAaCChI Tela B T€YEHHUE 2-3 MECSIIEB, COMYTCTBYIOIIAS
natojorust (I'DOPB, pecnuparopusie 3a00ieBaHMs, acNHUpPAIIMOHHAS MTHEBMOHUS),
OCUIUIOCTh Tojioca. JIjisi BBISIBICHUSI pPUCKA HAPYUIEHUS TJOTAaHUS/KOPMIICHUSI U
HeJocTarouyHoCcTH uTanus y aerei ¢ I raxxe pazpaboTaHbl OLIEHOYHBIE ONTPOCHUKH,
KOTOpBIC BAJIMAMPOBaHBI B 3TOM rpyme Aerei [30, 36, 51, 78].

BonblMHCTBO eTel ¢ NETCKUM 1iepeOpaabHBIM MapaaiudoM MOJABEPKEHBI PUCKY
HEJIOCTaTOYHOCTH MUTaHMs, OCOOCHHO MAIIUEHTHI C TSHKEIBIMUA HAPYIIEHUSIMHU OOJIBIIINX
MOTOpHBIX GyHKIMHA u  opodapuHreasbHoM  aucharueit. s  onpeneneHus
HEO0OXOIMMOCTH TIPOBEJACHUS HYTPUTUBHOW moanepkku y aererd ¢ JILIIT Stevenson R.
(2014) mpenoKuiI UCIOIb30BaTh OLIEHKY CICAYIOIINX oKa3aTeei: mIaTo B mpruOaBKe
MAacChI TeJIa WJIA pOCTa, HU3KKE 3aachl )KUPa B OpraHu3Me B COUETAaHUH C HEJIOCTATOYHOM
Maccoil TeJia o OTHOUIEHUIO K POCTY; MPOJAOIKUTENBHOCTh KopMiieHHs Oosee 30 MUHYT
W/UTU  COTPOBOXKIAIONIUECS CTPECCOM, TMPU3HAKAMHU JIETOYHOM AacHHUpalnuud WId
00e3BOKMBaHUEM; MTPU3HAKH TeUIIUTa MUKpOdJIeMeHTOB [45, 104, 124, 155].

HyTrputuBHas nognepkka - HEOThEeMJIEMas 4YacTh BEACHUS NETEl C JIETCKUM
1epedpaIbHBIM MMAPATUYOM - JTIOJDKHA MPUBOJAUTH HE TOJIBKO K YIYUIICHUIO COCTOSTHUS
MATAHUS, HO U Ka4eCTBAa KU3HU MAIIUEHTOB U UX CEMEN.

[Ipu paccMOTpeHMH BOMpoca O HYTPUTHBHOW TMOAJEPKKE, HEOOXOIHUMO
VUYATHIBATh HATWYNE © CTEMEeHb OPOMOTOPHOW mucyHkmmu wu  aucdarum,
COMYTCTBYIOIIYIO MATOJOTHIO (TacTpold3odareanbHblil pedIioke, 3an0p, pecCnupaTopHbIe
HapylIeHUs), MPUEM JIEKAaPCTBEHHBIX MPENapaToB, YTO TPEOYET MPUBICUEHUS] KOMAH IbI
CHELUATNCTOB Pa3JIMYHOrO npodus — JIMETOJOTOB/HYTPUIIMOJIOT OB,
racTPOdIHTEPOIIOTOB, MyJIbLMOHOJIOTOB, XUpypros [20, 29].

[TepopanpHOE KOpPMIJICHHE SBIISICTCA NPEANOYTUTENbHBIM st aererd ¢ JILII,

OJIHAKO B ClIy4ae TSKEIOW OPOMOTOPHOM AMCPYHKUMU U Aucharuu, acnupanudud BO
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BpeMsi KOPMJICHHWS, TPUBOJAIICH K HApyIIeHHIO O€30macHOCTH Npuéma MHUIIIH,
HEOOXOAMMO PACcCMOTPETh HAa3HAYCHHE OSHTEPAIBHOTO 30HAOBOTO mNHUTaHUSA. B
nocinegnux pexkoMennanusix ESPGHAN (2017) B nomonHeHuWe K MOpeAblIylIuM
yYKa3aHUAM, MOKa3aHWEM K HAa3HAYEHUIO 30HJO0BOTO MHUTAHMS TaKXKe SBJSETCS 00IIas
POAOIKUTEILHOCTD IEPOPATHLHOT0 KOpMIIeHHs 6oJiee 3 4acoB B JIEHb U YKa3bIBa€TCS HA
HEO0OXOAMMOCTh CBOEBPEMEHHOIO HA3HAYEHUS MUTAHMS 4Y€pe3 30HJ 10 pPa3BUTUSA Y
pebeHka HyTPUTUBHOM HeocTaTouHocTH [44, 112].

JUis nereil, y KOTOpbIX BO3MOXEH O€30MacHbli MpUEM MU, B KayecTBE
HYTPUTHUBHOW TOJAEPKKH HCHOIb3YIOT JOMNOJHUTEIBHOE MEPOPATBHOE MHUTAHHUE
METOJIOM CHUIHUHTa. B COBpEMEHHBIX PEKOMEHAAIMAX OTMEUAETCS, UTO MPHU TKEIBIX
JIBUTATEJIbHBIX HAPYLICHUSIX, COUYETAIOIIUXCS C HEIOCTAaTOYHOCTHIO MHUTAHUA, a TaKKe
MPOJIOJDKUTETLHOM KOPMJIEHUM M TCHUXOAMOLIMOHAJIBHOM HANpsLDKEHUM pedeHKa U
ponuteneit BO BpeMsi KOpMIICHHSI, TPOOJIeMaMt C TJI0TAHUEM M PUCKOM aCIHPAI[MOHHON
MHEBMOHUU U3-3a2 HEOE30MacCHOr0 KOPMJICHHMS PEKOMEHIYETCSl HCIOJIb30BaHUE
SHTEPAIHLHOr0 30HA0BOI0 MUTaHMs Yepe3 ractpocromy [21, 30, 107-108].

B03MO0XHOCTH OpraHu3alyi HYTPUTHUBHOM MOAAEPKKUA IYTEM SHTEPAJIbHOIO
NUTAHUS Ha CETOJHAIIHUNA JeHb 3HAYMTENHLHO PACHIMPWINCH Ojarogaps pPa3BUTHIO
UHYCTPUU CTICIIHAIU3UPOBAHHBIX MPOJIYKTOB (CMECEN NJIsi SHTEPATbHOTO MUTAHUS) U
TEXHUYECKUX CPEJCTB ISl UX TPOBEACHUS (30HbI, IPABUTALIMOHHBIE CUCTEMBI, HACOCHI).
DHTEpAIIbHOE MUTAHUE MOKET OCYILIECTBIATHCS PA3IMYHBIMUA METOJIAMU: SHTEPAIbHOE
30H/I0BOE TUTAHUE WK MUTAHKE Yepe3 CToMY (TacTpajbHO, elOHAIBHO) [27-28].

Br160op pekrMa BBeIEHUS CMECH TMPU 30HIO0BOM IMUTAHUH 3aBUCUT OT COCTOSTHUS
MaIMeHTa ¥ PUCKa acuparuu. boMroCHBII crtoco0 — BBEJICHUE CMeCH 10 5—7 pa3 B ICHb
B Teuenne 20-30 MUH IINpPULEM WIK CaMOTEKOM M TOJIBKO YpE3kKeTyJd04YHO;
napuuaIbHBIN cCI0c00 — KopMIIeHHe manueHTa 3—5 pa3 B AeHb kKaxabie 3—4 1 mo 60-120
MUH, YTO o0ecrieuynBaeT 0oJiee IIIaBHOE MOCTYIIEHNE CMECH U HECET MEHBIIYIO Harpy3Ky
Ha YK€y I0YHO-KHILIEYHOr 0 TpakT. [IocTOsIHHOE KaneabHOE BBEIEHUE CMECH UCIIONIb3YIOT
TOJIBKO B TSDKEJIBIX CiIy4yasix. B HEBpPOJIOrMUECKON NpPAKTUKE 3apeKOMEHAOBANI ce0s
«pEXUM HOYHOM aJMMEHTAluW» — JOMOJIHUTENIbHOE KalelbHOE BBEJICHHE CMECH B

teyeHue 4-6 4 B HouyHOoe BpeMmd. [nsg >PdexkTUBHON HYTPUTUBHON MOIJIEPKKU
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HE00X0IMMO HCIIOIb30BAHHE CIIEIIMATU3UPOBAHHBIX CMECE, TO3BOJISIFOIINX 00ECTICUUTh
noTpeOIeHUE HEOOXOUMOTO KOJIMYECTBA MAaKpO- U MUKPOHYTPHEHTOB B HEOOJBIIIOM
o0beMe mpoxaykra. [Ipm opraHuzanuu 30HIOBOTO MUTaHUS (Yepe3 30HJ WUIU CTOMY)
AHTEPaAJIbHBIE MPOIYKTHI MOTYT CIIY>KUTh €IMHCTBEHHBIM HUCTOUYHUKOM MUTAHUA. Y JIeTel
B YJOBJIETBOPUTEIHLHOM COCTOSIHUM OHU COYETAIOTCS C HATYpPaJbHBIMU MPOAYKTAMHU
(karramMu, OBOIITHBIMU TIOPE, MsIcOM, TBoporom) [6, 11, 16, 27, 34, 39].

Beibop cmecu s HYTPUTUBHOM TOIJAEPKKHA ONPEIECISIETCS BO3PACTOM,
MOTPEOHOCTSIMU, HYTPUTUBHBIM CTATyCOM, COCTOSIHUEM JKEJTYJOUYHO-KUIIIEUHOTO TPaKTa
nanuenTa. Hanbomnee mupoko npuMeHsroTcsl cOalaHCHPOBaHHbIE CMECH —COJEPKaIUe
cOQIaHCUPOBAHHOE KOJMYECTBO OCHOBHBIX HYTPUEHTOB (OEJIKOB, YKUPOB U YIJIEBOJOB).
[lockonbKy mpH HYTPUTHUBHOM MOJAEP’KKE OOBIYHO CTOUT 3ajadya Jarh PEOCHKY
3HAYMMOE KOJMYECTBO HIHEPTUU U MUTATEIbHBIX BEIIECTB B HEOOJBIIOM 00bEME, TO B
OCHOBHOM HaxoJsT HpuMmeHeHue uzokaiopuitable (100 kkan Ha 100 mi cmecu) uinu
runepkanopuiinbsie (6osee 100 kxan B 100 mMi1) TPOTYKTHI.

K n3okanopuitHeIM MpOoyKTaM, KOTOPBIE MOTYT UCIOJIb30BaThes y aerei ¢ LTI
crapmie | roma, orHocsitca cyxasa cmech «Pecypc Kmunyrpen FOHuop» u xunkuii
npoaykT «llenualllyp Manoexka». B cocraB mocneHero B kauectse npeOuoTUIECKOro
KOMITOHEHTa BXOJAT (GpyKTOONMrocaxapuasl. B murtanum aereit crapiie 3 JeT Takxke
MOT'YT MCIOJIb30BaThCSl U30KaJopuiiHble TpoaykThl «HyTpusn Crannapt», «HyTpuson
Cranpapt», «Hytpusn CraHmapT ¢ NUIIEBBIMH BOJIOKHaAMW». BkiroueHne B cOCTaB
CMECH MHIIEBbIX BOJIOKOH JI€JIa€T WX MPEANOYTUTEIIbHBIMH Yy JI€Ted C 3amopamu.
N3okanopuiinas cmech «Pecypec Ontumym», mpeHa3HauYCHHAs )i JeTel cTapiie 7 JeT,
MOMUMO HATypaJlbHBIX TMHUIIEBBIX BOJOKOH C mpeduotnueckum  dddexrom,
CIIOCOOCTBYIOIMUX KOM(DOPTHOMY THUIIEBApPEHUIO, COAEPKHUT mpoouoTuk Lactobacillus
paracasel. [ unepkagopuiiHbIM POAYKTAM OTJAIOT IPEANOUYTEHUE MTPH TAKEIOU CTENEHU
HYTPUTUBHOM HEJOCTATOYHOCTH U Yy OOJBHBIX C TPYJIHOCTAMH IpUeMa OOJIbIINX
00BEMOB MHUIIM, KOTI/Ia HauboJiee akTyalbHa 3a/Jada JaThb MAaKCUMaJIbHOE KOJUYECTBO
HYTPHEHTOB U DHEPTUU B MEHbIIeM o0beme [13, 27].

K runepkanopuitieiM oTHOCsTCS cmecu «Pecype 2.0 + daitbep» (200 xkan/100

M), «Hytpusn Ummyn» (125 kkan/100 mi), «Ilegualllyp 3moposetika» (150 kkan/100
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i), «Hytpuan/lpunk ¢ numeBsiMu BosiokHamu» (153 kkan/100 mi). B oTaenbHBIX
ciy4asix (Hampumep, Mpu SBICHHUSIX MalbabCOpOIHK, HEMEPEHOCUMOCTH MOJIMMEPHBIX
cMecei) MoKas3aHbl MOJIydJIEeMEHTHbIE cMecH, Takue Kak «llemrtamen», «Ilentamen
FOumopy [21].

CMecH Uil SHTEpPANbHOIO MHTAHHUS MOTYT OBITh CYXHMH, TpPeOyHOUIMMU
BOCCTAHOBJICHHE JJII HEOOXOAMMOW KOHIICHTPAIlUW, WM JKUJIKHUMH, TOTOBBIMH K
ynotpebnenuro [5, 27].

[Ipy TpUHATHM PEMICHHWH O TAaCTPOCTOMHH POJUTEIN YaCTO HCIBITHIBAIOT
BOJIHEHHE M TPEBOTY, BOCIIPUHMMAIOT JAHHYIO MEpy Kak HeyJady B JICUCHUH peOeHKa.
[TosTomy, BayKHO HAUMHATH 0OCYXIEHNE BO3MOXHOCTH KOPMIICHUS Yepe3 TacTPOCTOMY
KaK MOXHO paHbIIe ISl TOTrO, 4YTOOBI JaTh POJWTENSAM BpEeMsS IS TPUHSTHS
CaMOCTOSATENILHOTO PEIICHUS W H30€KaTh BO3HUKHOBCHHS CHUTYyallMH, KOTJa Bpadd
BBIHYXJAIOT POAMTEICH COTNIAaCUThCSA Ha JAHHBIA CHOCOO Mpuema MHINK BCIEICTBHE
pa3BUTHUS TSKEIOW HENOCTATOYHOCTH MUTAHUS W TOBBIIMICHHBIX PHUCKOB JIETAIBHBIX
ucxonoB. Ilpm »>ToM pekoMeHJI0BaHa 0O0s3arenbHass KOHCYJbTAlUsl TPYIIIBI
CICIMAJIMCTOB - JUETOJIOIOB, XMPYypros, ncuxosoros [30, 158-159].

Kopmnenue pereit ¢ JUII depe3 racTpocToMy MO3BOJISIET OPraHU30BaTh
o6e3zonacHoe W 3(PPEKTUBHOE TUTAHUE, YIYUIIUTh HUX OOIIee COCTOSHHE U POCT,
B3aMMOOTHOIIICHHUS POAUTENb-PEOCHOK, a TaKkKe YBEJIUYHUTh YJIOBJICTBOPEHHOCTh
POIHUTENCH Pe3yIbTaTOM HyTPUTHBHOM MOIICPKKH 3TOoro Buia kopmieHus [30].

Sallivan P. u coaBt. (2005) B cBOEM HCCJICIOBAaHUU JOKA3adH, YTO YCTAaHOBKa
racTPOCTOMBI W DHTEPAILHOE NHUTAaHUE CIOCOOCTBYET YIIYUIIECHUIO HYTPUTHBHOTO
CTaTyca B COYCTaHUU C YIydIlIEeHHEM OOIIEro COCTOSIHUS U CHUKECHUEM PECITUPATOPHBIX
3a00neBaHUN W, CIEJOBATEIbHO, TMpUEMa AaHTHOAKTEPHAILHBIX  IPETNapaToB,
Ha3HAYaeMBbIX NMPH HHOEKIUAX TpIXaTelabHbIX myTel [129, 185-192].

Angharad V. u coast. (2010) moka3zaim, 4To KOpMIICHUE JIETEH Yepe3 racTpOCTOMY
yJIydIaeT Habop Macchl Tella, a B OTACIBHBIX CIydasx Ja)e BBI3BIBAET M30BITOYHOE
OTJIOKEHUE JKHpa, TOATOMY DHTEpPAJbHOE TMHUTAaHWE JIODKHO HMHIUWBUIAYaJTbHO

paccUMTHIBAaTHCS, Ha3HAYATHCS M KOHTpoupoBaThes [ 138].
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IToaxobl, HCTIOJIB3yEMBIE [JI1 OpraHU3aLUKU INTAaHUS 310POBBIM JIE€TAM, HE BCEra
IIPUMEHMMBI K ITALIMEHTaM C HEBPOJIOTMYECKMMHU HAPYIIEHUAMM, TaK KaK COCTaB UX TEJa,
MBIILIEYHBI TOHYC, YpPOBEHb (DHU3MUECKON AaKTUBHOCTH W NOTPEOHOCTH B 3HEPTUHU
3HAYUTENIbHO OTJIMYAIOTCA OT 3[0pPOBBIX JETEeH U, CIIeJOBATEIbHO, TOJLKHBI OBITh
NepCOHU(UIIUPOBAHBI C 00s3aTENbHBIM MNPUBICYCHUEM CIICLHUATIUCTa 10 MHUTAHUIO
(Bpaua-muerosora) [30].

Takum 00pa3om, BeIOOp MPABWIBHOW TAKTUKUA JTHUETOJIOTMYECKON KOPPEKIUHU C
WCIIOJB30BaHUEM  IPOAYKTOB CO  CIEHMAIBHO  3aJaHHBIM  COCTaBOM  MMEET
OCHOBOIIOJIATAOIIEEe 3HAUYCHHUE JUIA MOILIEPKAHUS U BOCCTAHOBJIIEHUS HYTPUTHUBHOIO

cTaryca OOJBHBIX C JCTCKUM IiepeOpaibHbIM Hapaandom [38].
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I')TABA 2. MATEPHUAJIBI U METO/IbI UCCJIEJOBAHUA

Uccnenosanne BoinmogHeHo B OI'AY «HMMUII 3popoBbst nerei»y MuH3apasa
Poccun (mupexrop — m.Mm.H., mpodeccop, 3acmyxeHHsii Bpau PO ducenko A.Il) B
nepuoi ¢ ceHtsiops 2019 r. mo mait 2022 r. Ob6cnenoBanre U HaOIIOJEHHUE 3a AETHbMHU
OCYILIECTBIISIIIOCH HAa 0a3e OTAENEHUS IICUXOHEBPOJIOTMM M TMCUXOCOMATHUYECKOU
naToyioru (3aBemyromas — A.M.H., npodeccop JI.M. KyszenkoBa) u maboparopuu
MUATAHUS 3J0pOBOTO M OoJbHOro pebeHka (3aBenyromas — JI.M.H., TIpodeccop,
3aciyxeHHbIi nesrens Hayku PO T.O. boposuk). MUHCTpyMeHTaIbHO-THarHOCTUYECKUE
HCCIIE/IOBaHMS MPOBEJICHBI B OT/ACJICHUU PEHTI€HOBCKOM AMArHOCTUKHU (3aBeayrolias -
n.M.H. E.H. [[piruna), B KIMHUKO-TMArHOCTUUYECKOM JTabopaTopuu ¢ rpynmou 3Kcrnpecc-
JMarHoCTUKH (3aBenyromias - A.M.H. E.JI. Cemukuna).

HuccepranronHass paboTa BBINOJHEHA B COOTBETCTBHM C IIJIAaHOM Hay4HO-
uccnenoBarenbckux pador ®I'AOY BO Ilepeiiit MI'MVY wum. M. M. CeueHona
(CeuenoBckuii yHuBepcurer) MunzapaBa Poccuu. IlpoBeaeHue uccnegoBaHus
ono0peHo JlokanbHBIM He3aBUCUMBIM dTHYeCKMM KomuTeroM PI'AOY BO Ilepssrit
MI'MVY um. U. M. CeuenoBa (CeueHoBckuil yHuBepcuTeT) (mpotokosn Ne 18-22 or
15.09.2022).

B mnpocnektuBHOE wHcclieoBaHWE ObUIM BKJIIOYEHBI MAIUEHTHI C JHUArHO30M
«Jlerckuii iepeOpanbHBINA MapaIuy.

Kpurepun BKIIIOUeHUs MALIMEHTA B UCCIIEIOBAHUE:
- noarBepxaeHHbI auarHo3 JILII, Ha OCHOBaHMM KpUTEPUEB, YTBEPKICHHBIX B
Knunnueckux pexomenmarnusax «Jlerckuii nepedpanbubiii mapanuyy, 2017 r. KP 372
[13];
- Bo3pact ot 2 1o 17 ner 11 mecsnes;
- “HGOPMUPOBAHHOE COTJIacHe pojauTeNield Ha yyacTue B uccienoBanuu ([lpunoxenue
A).

Kpurepun HeBKIIIOUEHUS B UCCIIEAOBAHUE:
- HEMoATBEPKACHHbIN quarno3 JALI1;

- BO3pacT MEHbIIIE 2 JET WK cTapie 18 ner;
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- HaJTM4YMe HACJICICTBEHHBIX 3a00JIEBAHUIN U CUHIPOMAJIbHBIX COCTOSHUH.

ITon HabmronerneM Haxoauiaoch 102 peGeHkKa ¢ MOATBEP)KACHHBIM JIHAarHO30M
JUUIL. Jletu Obutn pa3nenensl Ha 2 rpynmbl: Tpynmy 1 coctaBuim 53 (51,9%) manuenra,
MMEBIIINX TshKeNble ABurarensubie Hapymenus (GMFCS IV-V yposess), rpymiy 2 - 49
(48,1%) OOJIBHBIX C JIETKUMU U YMEpPEHHbIE ABUraTenbHbiMU HapyeHusmu (GMFCS -
III ypoBens). Cpeau maliMeHTOB, BKIIOYEHHBIX B UCCJIEIOBAaHUE, MAIBYUKOB ObLIO 58
(56,8%) u neBouek — 44 (43,2%). Bo3pacTt neteit BappupoBai oT 2 10 16 et 9 mecsien
(Me Bo3pacra 5,8 Jer).

OOcnenoBanre NMalMEHTOB BKJIOYAIO COOp aHAMHECTUYECKHUX JAHHBIX, OLEHKY
HYTPUTUBHOTO CTaTyca, JJabopaTOpHbIE U HHCTPYMEHTAIbHbBIE METO/Ibl UCCIICIOBAHUS, a
TaKXe CIeHATbHBIC TUETOTOTHUYECKUE METOIHI.

[Ipu cbope aHamHe3a YTOUHSIU OCOOCHHOCTH TE€UEHUE OEPEeMEHHOCTU U POOB,
AHTPOIIOMETPUYECKUE JaHHBIE, COCTOSHUE pEOEHKa MpU POXKICHUU, a TAKKE €ro
MICUXOMOTOPHOE W TICUXOPEYEBOE pa3BUTHE, BO3pAcT MOCTaHOBKM nuarHo3a LI,
HaJIM4KMe COMyTCTBYIOIIEH MaTOJOTUU, XapaKTep MOJTy4aeMOro MUTaHusl.

JI1st OLICHKM CTETNEeHU TSHKECTH (PYyHKIMOHATbHOM akTUBHOCTH pebdenka ¢ JIIIIT
ObL1a ucnoib3oBaHa CucteMa kiaccuukaruu 60ab1uX MOTOpHBIX GhyHKINH — GMFCS
(Gross Motor Function Classification System), mpemnoxennas R. Palisano c¢ coaBr.
(1997), yuutbiBaromiasi CTENEHb Pa3BUTHS MOTOPUKH M OTPAaHUYCHHS JIBIDKCHUA B
MOBCEIHEBHOM KU3HU JUIs1 5 BO3pacTHBIX rpymnmn nanuentos ¢ AT no 2 net, ot 2 no 4
ieT, oT 4 1o 6 net, or 6 1o 12 ner, ot 12 no 18 xer. Cormacao GMFCS, Brigensior 5

yYpOBHEH pa3BUTHsI OOJIBIINX MOTOPHBIX QyHKIwmiA (Tadmuma 2.1) [81].

Tabnuma 2.1 - Cuctema kiraccudukanuu 60bmux MOTOpHBIX pyHKkui (GMFCS)

Ypogens | x0/1b0a 0€3 orpaHuYCHU

Yposens Il | xogp0a ¢ orpaHnueHUAMH

Vposens I X0Ib0a €  UCHOJB30BAaHUEM  PYYHBIX  MPUCTIOCOOJICHUHA IS
nepeIBIKCHUS

Vposens IV CaMOCTOSITEIIbHOE TIEPEABMKEHUE OTPAHUICHO, MOTYT HCTIOB30BaThCS
MOTOPHU3HPOBAHHBIE CPEICTBA MEPEABUKECHUS

Vposets V MOJIHAS 3aBUCUMOCTh peO0EHKa OT OKPYXKAIoIIUX - I[EePEeBO3Ka B
KOJISICKE/UHBAJIMTHOM KpecJe
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JlabopamopHhwvie memoovl uccied08aHUsL.

-pa3BepHYTHIN KIMHUYECKUN aHAIN3 KPOBH, MTOKA3aTEH epUPEpUIESCKO KPOBH
onpenensui Ha nporodHoM cuetdnke CobasMicros 18 OT (ABX, ®panmus);

- ompejeneHue oomero Kambius, Gocdopa, anpOyMuHa, menodHon ¢Gocdarassl
MPOBOJUIN  KOJIOPHUMETPUUECKU-(POTOMETPUIECKUM METOJIOM Ha OHOXMMHUYECKOM
ananmm3arope UniCel DxC 800 u UniCel DxC 600 (Beckman Coulter, CIIIA);

- HCCIIEIOBAaHUE TApaTUPEOUIHOTO TOPMOHA MPOBOAMIM Ha ammapare Abbott
Architect 11000;

- onpenenenue [B-CrossLaps, ocTeokanpIiHa, BUTaMHUHA D TIPOBOIWIM C
MOMOIIIBIO AJIEKTPO-XeMuItoMuHecieHTHoro ummyHotecTa (Roche Hitachi Cobas e411).

Hnucmpymenmanvrvle Memoowvl Uccie008anusl.

- peHTreHorpadmst  KocTe  KHCTH  TPOBOJAWIACH  Ha  yCTaHOBKE
Discovery XR650 GE;

- ICHCUTOMETpHS MPoBoAMIachk Ha ycrtaHoBke [Iencuromerp GE Lunar iDXA.

Oyenka HympumueHo2o0 cmamyca:

- aHTPOTNIOMETPUYECKHUE METO/bl BKIIIOYAM U3MEPEHUsI MAacChl U pocTa (JJIMHBI)
pebeHKa, OKpPYKHOCTH CpEAHE TpeTH Iuieya, TOJIIIMHBI KOKHO-)KUPOBOU CKIIAJIKU HaJT
TPULETICOM M IO JIOIIATKOM;

- UCCJIEIOBAHMSI POBOIMIIM B IMHAMUKE: HA MOMEHT MOCTYIJICHUS B CTAIlIOHAP U
MIPU KOHTPOJIBHOM O0CJIeI0BaHUM Yepe3 6 MeCSIIEB OT Havaja TUeTOTEParHH.

Memoouxka ucciedosarnuii demeti npedyCmMampusaild nposedeHue U3mMepeHull.

- TapaMeTpoB Tela C TOMOIIbI0  CTAaHJAPTU30BAHHBIX  TTOBEPECHHBIX
U3MEPUTEITLHBIX HHCTPYMEHTOB C PETYJISIPHON KAITMOPOBKOMH;

- I3MEPEHHE MACCHI TEJIA TPOBOJAMIIN Ha 3JIEKTPOHHBIX BECAX C MOrpemHocTso 100
T; IPU HEBO3MOKHOCTH PEOCHKA CTOATH B3BEIIMBAHME MPOBOJMIN HA PyKaxX y MaTepH,
pe3ynbTaT GUKCUPOBAIH 32 BEIYETOM €€ MAacChl TEIa,;

- U3MEpPEHUEe POCTa MPOBOJMUIN B IMOJIOKEHUH JIeKa C MCIOJIb30BAHUEM THOKOM
U3MEPUTEIBHOM CAaHTUMETPOBOM  JIEHTBL. JIIMHY Tena M3MEPSIM  YEThIPbMS
HEIPEPHIBHBIMU CETMEHTAMH: 1) OT BEpXHETO Kpasi TOJIOBBI IO aKpOMHUATBHOTO OTPOCTKA

mieya; 2) OT aKpOMHUAJIBLHOIO OTPOCTKAa Iuieda g0 Oojbiioro Beprena Oenmpa; 3) oT
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0o0Jb1110TO BepTea 6e1pa 10 O0KOBOM CyCTaBHOW JIMHUU KOJIEHA; 4) OT JINHUU KOJIEHHOTO
cycraBa N0 mATKU. Kakaplii OTAENbHBIM CETMEHT W3MEPSIId JBaXKIbl, (GUKCHPOBAIU
CyMMY CpEIHUX 3HAUYCHU,

- Y BCEX IETEN U3MEPSIIN BBICOTY KOJIEHA 110 CTAHAAPTHOM METOJIUKE C IIOMOLIBIO
ruokoro antpornomerpa Cescorf (NutriActiva, CIIIA) ¢ morpemnocthio 0,1 cm. Koneno
U JoIbDKKa pebeHka ObuTM cOrHyThl moj yriom 90 rpamycoB. Bricota konena
COOTBETCTBYET PACCTOSHUIO MEXK]y MATKOM U NepeaHe3aJHeN TOBEPXHOCThIO Oeipa Hajl
MBIILIEJIKOM OeIpeHHOI KocTU. PacyeT pocTa o BbICOTE KOJIEHa MTPOBOIMIIM 110 popMyJie
Stevenson y aeteit o 12 ner u no monuduimposanHoi Gopmyie Samson Fang & Bell

y nereii crapuie 12 ner (Tadmuna 2.2) [139].

Tabnuua 2.2 — ®opmyiel 1515 pacuera pocTa o BbICOTE KOJeHa

dopmyna Stevenson P =(2,69 x BK) + 24,2
®opmyna Samson Fang & Bell (manpuukn) P = (2,22 x BK) + 40,54
dopmya Samson Fang & Bell (neBoukn) P =(2,15x BK) + 43,21

Ilpumeuanue - P-poct, BK-BbicoTa kosieHa

N3mepenne OKpyKHOCTH CpeHEN TPETH Ijieya MPOBOJMINA C MOMOIIBI0 THOKOM
U3MEPUTEIHLHON CAHTUMETPOBOM JIEHTHI C TOYHOCTBIO J0 1 MM 1O OOIIETPUHSATON
METO/TUKE.

C nomorpio koMibioTepHbIX nporpammaM WHO Anthro (st neteit no 5 ner) u
WHO AnthroPlus (151 geteii crapiie 5 aet) paccunThiBain Z-SCOreS Macca Teja/Bo3pacT
(WAZ), poct/o3pact (HAZ), UMT/Bo3pact (BAZ). Ilokazarenu, BbIXOASIIHE 3a
npenensl oT -1 g0 +1, paclieHMBaNIKCh KaK OTKJIIOHEHUS! OT HOPMBI.

[Ipy oneHke HEJOCTAaTOYHOCTU NUTAHUSl y JETed C JETCKUM IepeOpabHbIM

ImapaJndoM HCII0JIb30BaJIN KJ'IaCCI/I(bI/IKaHI/IIO HCIOCTAaTOYHOCTH ITMTAHUA BO3 —

Tabauma 2.3 [39, 97].
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Tabnuua 2.3 — JIluarHoctudeckue 3Ha4eHUsI Z-SCOIeS B 3aBUCUMOCTH OT HYTPUTHUBHOTO

cTaTtyca

JIlnarHocTuueckue 3HaueHus Z-SCOres

(10 5 ;ert)

HyTtputusHsIil cTaTyc WAZ HAZ BAZ

yIP Y (Z-score macca | (Z-score anuHa (Z-score UMT/

Tesia/ BO3pacT) | Teyia/ BO3pacT) BO3pAcCT)

AnexBatHeii HC or +2 no-2SD | or+2 no -2 SD or +1 no -1 SD
Jlerkast HETOCTATOYHOCTD i ot -1 510 -2 SD
[MUTaHUS
¥ MepeHHaA or-210-29SD | o1 2 10 295D | or-2 10-2,9 SD
HEIOCTATOYHOCTH ITUTAHUS
Tsowenas <-3SD <-3SD <-3SD
HEI0CTATOYHOCTH ITUTAHUS
M30eITOYHAS Macca Teia i > +2SD

N306bITOUHAsA Macca Tena
(cTapmie 5 ner)

ot +1 no +2 SD

Oxwupenue (10 5 1er)

>+3SD

Oxupenue (crapiie 5 Jiet)

>+2SD

Ouera cocmaea meaa.

- USMCPCHUC TOJIIHNHBI KO)I(HO-)KHpOBOﬁ CKJIAaJIK1M IMPOBOAWIIN HAJ TPHULICIICOM U

noa Jjomatko ¢ mnomomblo kamunepa Holtain  (Tanner/Whitehouse Skinfold,

CRYMYCH, UK) ¢ Tounoctsto 10 0,1 mMM;

- IIOKa3aTCJIM TOJIIHWHBI KO)KHO-)KPIpOBOﬁ CKJIaJIKM Haad TpULOCIICOM W IIOA

JIOTIATKOW CpaBHUBAIM C peepeHCHBIMH 3Ha4YeHUsMH, npeactaBieHHbiMa O. Addo

[136];

- PaCUYCTLI INPOUCHTHOTO COACPKAHHA KXKHpPa IIPOBOAWIN HAa OCHOBC H3MCpCHPII>i

KOXKHOM CKJIQJIKU ¢ ucronb3oBaHueM dopmyn Slaughter u Gurka, moaudunmnpoBaHHbIX

s gereit ¢ AT (Tadmuua 2.4) [60].
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Tabnuua 2.4 - MonudunrpoBanubie GopMyIIbl 1 pacueTa MPOIEHTa >KUPOBON MaCCHhI
y neteit ¢ JILIT (mo Slaughter u Gurka, 2010)

[Ton
dopmyna
MATLYUKY
% xupa = 1,21 (Tpunenc +
CyMMa KOXKHBIX CKITAT0K 2-13 et | moajIonaToO4YHAas) " 0,008 (Tpuuenc +
(tpumert, nojonaTounas)’ — 1,7
HO/TONIATOYHAs ) % sxupa = 1,21 (Tpurernc +
<35 MM 13-14 ner | moamonatounas) — 0,008 (Tpurerc +
nojulonarounas)? — 3,4
% wupa = 1,21 (Tpunenc +
>14 ner | moanonaroyHas) — 0,008 (Tpuuenc +
noyronaroynas)® — 5,5
%ﬁﬁgn?mm ClITazoK % sxupa = 1,33 (Tpunernc +
’ O0esouku | momsonaroyHas) — 0,013 (Tpunerc +
MOJIONATOYHAS ) 9
<35 Mt Mo ToNaToYHas )~ — 2,5
CyMmMa KOXKHBIX CKJIaJIOK [ % >xupa = 0,783 (Tpunernc +
(Tpuienc, nojuionaroysas) + 1,6
MOJIONATOYHAS ) decouii % sxkupa = 0,546 (Tpuuernc +
>35 MM nojyionaroyHas) + 9,7
O6m1as nmompaBka (aJ1s1 Bcex) +12.2
JlononHUTEIbHBIE Manpuuku -5,0
KpUTEpUU Yposuu GMFCS 3,4,5 +5.1
CyMMa KOXHBIX CKJIQJI0K > 35 Mm -3,2

Ilpumeuanue - * - BO3BEJICHUE B KBaJIpaT

B cooTBercTBHM C paccUyMTaHHBIM 1O (QOpPMYJIaM MPOIEHTOM >KHPOBOM MacCChI

JACTH ObLIN Pa3acCiICHbI Ha 3 KaTeropunu - HMCBIINC HHBKHﬁ, HOpM&JIBHLIfI NN

U30BITOYHBIN MPOIIEHT KUPOBOW Macchl Tena - Taduuma 2.5 [136].

Tabnuna 2.5 - Tloka3aTenn KUPOBOW MAacChl y MAlUEHTOB C JETCKUM IepeOpaTbHBIM

mapaju4oM B 3aBUCUMOCTH OT I10J1a

ITpo1EHT KUPOBOM MACCHI Masibuuku JleBouku
HU3KUH <10% <15%
HOpMAaJTbHBIN 11-25% 16-30%
M30BITOYHBIN >25% >30%

Or1enka cocTaBa Tena METOJ0M 6I/IOI/IMHGI[aHCHOFO aHaJIn3a BBIITOJHSAIN Y I[eTeﬁ

cTapIie 5 JeT ¢ MOMOIIbIo oTeuecTBeHHOTO aHann3aTtopa «ABC-01 Menacc» (OOO HTL]
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«MEJJACC») c ucnonb3zoBanreM 0a30Boii KoMiibroTepHOi mporpaMmmbl ABCO01-0362 u
MIPOrpaMMHOTO 00ecIieYeHus OMOMMIIETAaHCHOTO aHAIN3aTopa.
B mpotokone OMOMMIETAHCHOTO WCCJIEIOBAHUS PACCUUTHIBAIM AOCOJIOTHBIE U
OTHOCHTEIIbHBIC 3HAUCHUS CIICAYIOIINX IMoKa3arenei [46]:
- )KMpoBas Macca opranusma (Kr 1 %);
- tomas (Oe3kupoBasi) mMacca opraHu3Ma (Kr): pa3HOCTb MEXIy oOmeld Maccod u
KUApPOBOM Maccou. (Cuuraercs, 4YTO HHU3KOE 3HAYEHUE JAHHOTO MOKa3aTens
CBUJETEIBCTBYET O JAedumnure OCIKOBOT0 KOMIIOHEHTA palliOHA WA WHINBUIYTbHBIX
O0COOEHHOCTEH YyCBOGHHs Oenka TMHIY; TOBBIINICHHOE 3HAYCHHWE YKa3bIBaeT Ha
MOBBINIICHHOE TTOTPEOJICHUE M HOPMAThHOE YCBOCHHUE O€ITKa;
- aKTHUBHAs KJIETOYHAs Macca B MPOIEHTaX OT TOIIECH MacChl OTPaKaeT JBUTATEIbHYIO
aKTUBHOCTh. HmW3KkMe 3HaYeHHWs JTaHHOTO TIOKAa3aTells SBISIOTCS  IPH3HAKOM
TUIOIMHAMHH,
- J10J11 aKTUBHOM KJIETOYHOM MAacChl B MPOIIEHTaX OT TOUIEH MAacChl — OTPAKAET TEKYIIH
ypOBEHb (hU3NUECKON pabOTOCIIOCOOHOCTH;
- CKeJICTHO-MBIIIeyHas Macca (Kr u %);

Ouenka ocobennocmeti numanus oemeti ¢ J{LITT

Jyis onipeneneHus: CioCOOHOCTH MPUHATHUS MUIIU U KUJIKOCTH TIPOBOMIHA OTIPOC
no mkaie EDACS (cucrema knaccupuKkamuy CHOCOOHOCTH TPUHATHS THINA U
KUJIKOCTH) C OMpeeTICHHUEM YPOBHS (PYHKIIMOHAIBHBIX criocobHocte (Tabdmuma 2.6,

[Mpunoxenne /1) [41, 82-83].

Ta6muma 2.6 - Cucrema kiaccupuKaIiyd ClIoCOOHOCTH MPUHATHS ITHIIHA B )KHIKOCTH

| ypoBeHb €CT W TbeT 0e3omacHo U 3PHEKTUBHO

€CT U IIbCT 6630H3CHO, HO C HCKOTOPBIMHU OI'PAHUYCHUAMU

Il ypoBeHb
yp ahpeKTUBHOCTH

CCT U IILCT C HCKOTOPBIMHU OT'PAHUYCHUAMN 6630H&CHOCTI/I, MOI'yT

Il ypoBeHb
yp ObITh OrpaHnyeHus 3(HPEeKTUBHOCTU

IV ypoBeHb €CT M MbET CO 3HAUYNUTEIbHBIMU OIPAHUYEHUSAMHU O€30MIaCHOCTH
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[Tpomomxkenue Tabaumpl 2.6

HECITOCOOEH €CTh WM MUTh 0€30MACHO — MOYKET pacCMaTpUBaThCs
V ypoBeHb BapHaHT KOPMJICHUS Yepe3 30H/ ISl oOecrieueHus Ha1IexKalero
NUTaHUSA

AHanu3 ¢$akTHUeCKOT0 MUTAHUS MPOBOAMIACH MPU MOMOIIM YaCTOTHOW OICHKU
MATAaHUSI W AHKETHO-OMPOCHBIM METOJIOM Ha OCHOBE JIAHHBIX CIEHHAIBHO
pa3paboTaHHBIX 72-9aCOBBIX JTHEBHUKOB IMUTAHUS, KOTOPBIC 3aMOJHSIN poaurenu [11].
Jlasiee aHanmM3UPOBAIM CIIEYIOLIME TOKA3ATENH:

- c1oco0 mpueMa nuiy (4epe3 poT, 30H] WU TaCTPOCTOMY );

- KQUECTBEHHBI COCTaB MUTAaHUA (IPOAYKTHI U OJI10/1a, BXOIAIIME B COCTAB PALIMOHA);
- XUMWYECKUN COCTAB PAI[MOHA;

- KpaTHOCTh KOPMJICHHUM 3a CYyTKH, HOUHbIE KOPMJICHUS,

- 00beM MOPIUHI OJy4aeMOro MUTAHKS 32 OJTHO KOPMIICHUE U 32 CYTKH;

- KOJIMYECTBO JKUJIKOCTH, MOIy4aeMOi peOeHKOM;

- ANMNETUT, OTHOIIEHUE K MOIYy4YaeMbIM IMPOAYKTaM IMUTAHUS;

- ICTI0JIb30BaHHE CIIEUUATN3UPOBAHHBIX MPOAYKTOB SHTEPAJIBLHOIO MUTAHUSI.

XuMuyeckuii coctaB (O€NKH, KUPBI, YIIIEBOJbI) M DHEpPreTUYECKas IIEHHOCTh
palliOHa PACCUMUTHIBAIUCH C MOMOIIBIO KOMIbIOTEpHOW mporpammbl «1C Ilutanue»,
BKJIIOYABINIEH TaOJNUIIBI CIPAaBOYHMKA «XUMUYECKUH COCTaB U  KaJOPUHHOCTH
Poccuiickux npoaykroB nutanus», 2012 [50], nanubie kaTanoroB «IIpoayKTsl MUTaHHS
JUTsL ieTelt panHero Bo3pacTay, 2014 [6] n «Crennanu3upoBaHHbIE TPOAYKTHl TUTAHUS
JUIsL IeTel ¢ pas3nuvHoW matojoruein», 2015 [7], marepuanoB mocoOusi sl Bpayei
«Opranu3anus JiedeOHOTO MMUTAHUS JeTel B cTarmonapax», 2001 [4].

JInsi OUEHKM aJeKBaTHOCTHM MOTPEOJEHUsT MNUIIEBBIX BEIIECTB M HSHEPIUU
MOKAa3aTeld, TMOJYyYEHHbIE JUIsl KaKIOTO U3 MCCIEAYEMbIX MAaKpOHYTPUEHTOB,
COIOCTAaBIISIUCH ¢ NPUHATBIMU B Poccuiickoit @enepannn «Hopmamu pusnonorndyeckux
MOTPEOHOCTEN B OCHOBHBIX MUIIEBBIX BEHIECTBaX, SHEPIrUU U MUKPOHYTPUEHTAX JJIsi

pa3IMuHBIX Tpymn HaceiaeHus Poccuiickoit @eaepanuny, 2021 [23-24].
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Ha ocHOBe pe3ynbTaToB OIEHKH (PAKTUYIECKOTO MOTPEOJICHUS THINHU, JCTIAINCh
BBIBOJIBI O XapakTepe NHUTaHUU peOCHKa: cOaaHCHUpPOBaHHOE/HecOaTaHCHPOBAHHOE,
neduIuTHOE.

B TedeHne nepBhIX 24 4acoB OT MOMEHTA TOCIUTAIIM3AINAN JIJISI OIEHKU CTEIICHU
pPHUCKa Pa3BUTHS HAPYIIEHUN MHUIIIEBOTO CTATyca y IETeH MPOBOIUIOCH aHKETUPOBAHUE
10 BaJUANPOBAaHHOMY CKpHHHHTOBOMY omnpocHuKy STRONGKids (ITpumoxxenue b),
cocrosiiee U3 4 myHKToB [1]:

1. CyObeKkTHBHAsE ~ KJIMHWYECKAas  OICHKAa  HEJOCTaTOYHOCTH  IHTaHUS
(HEeTOCTAaTOYHO BBIpAKCHHAs IMOJKOKHO-)KHPOBas  KJIETYaTKa/MBIIICYHAs —Macca,

UCXyAaBIIee JUI);

2. Hanuuue 3abosieBaHui, CBSI3aHHBIX C BHICOKUM PUCKOM HEJIOCTaTOYHOCTHU
MUTAHUS;
3. HenocratouHoe TOCTYIUICHWE WM TIOTE€PS MHUTATEJIbHBIX BEIIECTB

(BeIpaXkeHHas auapesi/pBOoTa B TEUYEHHE MOCIEAHUX 3 MECALEeB, YMEHbIIEHHE 00beMa
MU B TE€UYEHUE HECKOJbKUX JHEH, HyTPUTHUBHAS MOJACPKKA, 00Jb HEBO3MOXKHOCTh
yIOBIETBOPUTH (PU3HOJIOTUYECKUE MOTPEOHOCTH B MUIIEBBIX BELIECTBAX M3-3a 00JIH);

4, [ToTepst macca Tena uiau HeAOCTaTOYHAas MpuOaBKa MacChl Tejla B TeueHue 3
MECSIIIEB.

[lepBbie 1Ba MyHKTa 3aMOJIHSJIUCh METUIIMHCKUM PAaOOTHUKOM CaMOCTOSITENBHO,
MOCJICTYIOIME MTyHKThI ObUTH OIEHEHbI HA OCHOBAHWU JaHHBIX aHAMHE3a, COOPaHHOTO Y
poautene. Kaxapld ITyHKT COAEp>KaJl BONPOCHI, IIPU IOJOKUTEIBHOM OTBETE
omeHuBayicss B 1 wimm 2 Oamwia (MakcumMyMm 5 0ajioB), TpH OTPHUIATEIHHOM WA
coMHHUTEIbHOM— () 6asIIoB.

B 3aBucuMocTM OT CyMMBI WUTOrOBBIX  0ajioB, MalMEHThl  ObUIU
KJIacCU(UIIMPOBAHBI HA TPYNIBI HYyTPUTUBHOTO PUCKA:

- «0 GanmnoB» - HU3KHUI PUCK;
- «1-3 Gannay - CpeIHHUI PUCK;

- «4-5 6anIoBy - BBICOKUI PUCK.
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Memoowr cmamucmuyeckoii 06pabomxku.

CratucTUyecKkuii aHajau3 pe3yJIbTaTOB MPOBOAMIM C TOMOIIBIO TaKeTa
nporpammbl SPSS (Statistical Package for the Social Sciences Inc., USA) Bepcus 26.0.
KonnuecTBeHHbIE TOKAaTeNd OLICHUBAIU HA MpPEIMET COOTBETCTBUS HOPMAbHOMY
pacupenesieHrIo ¢ MoMoIIbo KpuTepus [lanmupo—Y uika npu 4uciie uccieyeMbIX MEHEE
50 nnmu xputepus KommoropoBa—CmupHoBa ¢ mompaBkoil Jlmmnuedopca mpu umcne
uccienyembix oonee 50.

B cnydae HOpMalIbHOTO pacnpeiesieHus IPU OMMCAHUH KOJTMYECTBEHHBIX JaHHBIX
UCIIONB30BAIM  cpenHee 3HadeHue (M), cranmaptHoe otkiaoHeHue (SD), 95%
noepurenbHble uHTEpBaNbl (95% JIW). JlanHble, KOTOpble OBLIM paclpeaesieHbl
HEHOPMAJIbHO, OITMCHIBAJIM C IOMOIIBID MeauaHbl (Me) W HIDKHET0O W BEPXHETO
kBaptuieit (Q1-Q3).

CpaBHeHHE [BYX TpYII MO KOJWYECTBEHHOMY IIOKa3aTeNio, pachpeesieHue
KOTOPOT'0 OTJIMYAIOCh OT HOPMAJIbHOTO, BBITIOJIHSUIU ¢ noMolnbio U-kputepust ManHa—
VYUTHHU, B cliydae BBISBICHHS HOPMAJbHOTO paCIpe/iesieHus KOJIWYECTBEHHBIX JaHHBIX
OPUMEHSUIM  TTapaMeTpUYECKHe METOJbl CTAaTUCTUYECKOro aHanu3a (t-Kkpurepui
CrprozienTa, oqHO(MAaKTOPHBIN aucrepcronHbli aHamu3 — ANOVA).

KareropuanbHple naHHbIE OMMCHIBAIM C YKa3aHUEM aOCOJIOTHBIX 3HAYCHUH WU
MPOLIEHTHBIX AoJieli. CpaBHEHUE MPOIEHTHBIX JOJIeW MPU aHAJIU3€ YEThIPEXIOJIbHBIX
TaOIUI] CONMPSHKEHHOCTH BBITMOJHSIIN ¢ TIOMOIIBIO KpuTepus xu-kBaapar [lupcona (mpu
3HAUCHUAX OXxujaemMoro siieHus Oornee 10), Tounoro kputepus Dumepa (rpu
3HAYEHUAX 0XKHJaeMoro sBieHus menee 10).

HampaBinenme ®  TecHOTa  KOPPENSIIMOHHOW  CBSI3M  MEXAY  ABYyMS
KOJIMYECTBEHHBIMU TOKA3aTeNsIMU OIICHUBAIU C MOMOIIBI0 KOI(PQPHUIIMEHTa PaHTOBOM
koppemsiiun  CriupMena  (IpW pacOpenesieHHH  TMoKas3aTened, OTJIMYHOM  OT
HopMmaibHOTO). Koadduiment koppensiiuu no mkane Yennoka 0,1-0,3 pacueHuBanu
kak cnaowni; 0,3-0,5 — ymepennsiii; 0,5-0,7 — 3amerHbrii; 6onee 0,7 — BBICOKHI.
BepositHocTh ommbku p<0,05 pacueHuBaniu kak 3Hauumyto, p<0,01 — oueHb 3HaUUMYIO

1 p<0,001 — makcuManbHO 3HAYUMYIO.
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MCTOI[I)I, HCIIOJIb30BAHHBIC IIPH IIPOBCACHHU pa6OTI>I, YHuCII0 O6CJ'IGI[OBaHHI>IX

JeTel 1 00hEM BBITIOJTHEHHBIX MCCIIeIOBaHUM TIpeAcTaBieHbl B Tabmure 2.7.

Tabnuma 2.7 — Metoasl 1 00beM MPOBEJCHHBIX UCCIICTOBAHUIMA

Yucno
Ne Mertoapl ucciaenoBanus oOcne0BaHHBIX IPOBEICHHBIX
NaIMCHTOB MCCIICJIOBAaHUIA
Knunuko-¢pusnonornueckue
1. MCCJICIOBAHUS (KTMHUYECKHE 102 230
HaOJIIOJICHUS, aHTPOIIOMETPHSI)
Pacuer PHUCKOB o
2 BaJIUAUPOBAHHOMY CKPHHHUHI OBOMY 102 204
ornpocuHuky STRONGKids
Ouenka Z-scores (Anthro, WHO,
2009)
3 -Macca Temna/pocr, 102 230
' - Macca Teja/Bo3pacr, 102 230
- IyuHa Tena (poct)/Bo3pacT, 102 230
- UMT/Bo3pact 102 230
4. Kanmunepomerpus 102 230
5. buonmmienancomeTpus 28 56
OnpeneneHve KOHUEHTpPAlMM B
CBIBOPOTKH KPOBH:
- 001U aHATTU3 KPOBU 32 32
- 00U KaJIBIIHA 32 32
5 - ochop 32 32
' - aTbOyMUH 32 32
- meaouHas gocdarasza 32 32
- MapaTropMoH 32 32
- utamuH D 25-OH 32 32
- OCTE€OKAJIbIIUH 32 32
- B-CrossLaps 32 32
7. Pentrenorpadust Kuctu 32 32
8. Jlencutomerpus 12 12
OneHka 0OCOOEHHOCTEHW paluOHOB
9. neTen Ha OCHOBE a”Hajn3a 102 230
JTHEBHUKOB MUTAHUS
10 Pa3paboTka 1 Koppekus JieueOHbIX 102 230
paIroHOB
11 Koncynpramus crienuancTa- 102 230

HYTpULIKOJIOTa
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JIN3AWH UCCJEJOBAHUS

JleTu co crnacTuyeckuMu (popmMamMu AETCKOTO
nepebpanpHOro mapaanda N=102

[ I'pymma 1 (GMFCS IV-V) n =53 ] [ I'pyrma 2 (GMFCS I-111) n = 49 ]

- OIICHKA aHTPONOMETPUYCCKHUX JIAaHHBIX (Macca Teja, JJIMHA Tena/pocT,
OKPY>KHOCTb CPEJIHCH TPETH ILIeYa) C UCIIOIb30BaHUEM

aJbTEPHATUBHBIX METOJIOB UCCIIE0BaHUs (BBICOTA KOJICHA);

- OIICHKAa cocTaBa Tella C HCIOJb30BAaHHEM KAJIHMIICPOMETPHH,
OMOMMITETaHCOMETPHH;

- ompeiesIeHue CITIOCOOHOCTH TPHUHSITHS THUIIN U KUIKOCTH TI0 IITKAJIe
EDACS;

- olpeJIeIeHHE CIIEKTpa KOMOPOUIHOM MaTOJIOTHH;

- OLICHKA KIIMHUYECKUX U OMOXMMHUYCCKHX ITOKa3aTelICH;

- OIICHKa HYTPHUTHBHOTO CTaTyca C YCTaHOBJIICHHEM (OPMBI U CTETICHU
HEJIOCTaTOYHOCTH MUTAHUS,

- aHaM3 (PaKTUYECKOTO MUTAHUS C PACYCTOM XMMHYECKOT0 COCTaBa
paroHa.

‘ HenocrarouyHocTths NUTaHUSA ’

[ CCThb ] ‘ HCT ]
KOHTI/IMI/ISE[HI/IH IIUTaHUAI, \ / \

Iaasiast 1uera
+  JIOTOJHUTENbHOE  WIH
MIOJIHOE DHTEPATHHOE MUTAHUE
4yepe3 30H1;

- npu HEO0OXOAMMOCTH
30HJIOBOTO TMUTaHUsI Oojiee 8
Henenb, nposenenue JI'JIC ¢
MOCJIECAYIOIIEH  YCTaHOBKOU

QCTPOCTOMH / \ /

[ KonTpons nokasareneit HyTpUTUBHOIO CTaTyca ]

- mandmas Jahera, Ioa00p
KOHCHUCTCHITUM omon,
HCII0JIb30BaHHE MPOAYyKTa-
3aryCTUTENSA, KUAKOW TUIIH,
MOCTypajbHas Tepanus

Pucynok 2.1 — JIuzaitn uccieqoBaHus
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I')TABA 3. KIMHUNYECKASA XAPAKTEPUCTUKA ITAIITUEHTOB
C JETCKHUM LHEPEBAJIBHBIM ITAPAJINYOM

B coOTBETCTBHM C MOCTAaBICHHBIMHU IICIBIO M 3aJadyaMHd B HMCCIIEJIOBaHUE OBLIO
BKIroueHo 102 mamueHTa ¢ IeTCKUM 1epeOpaabHBIM IMapalidoM B BO3pacTe OT 2 JIET JI0
16 net 9 mecsuer (Me Bo3pacTta 5,8 1€T), HAXOAUBIINXCS Ha 00CJIeTOBAaHUM, JICUYECHUH U
peadwmTanu B OTHACJICHUU TICUXOHEBPOJOTHU W TICUXOCOMATUYECKOW MaTOJIOTHU
OI'AY «HMMUL 3n0poBbs aereit» Munsnpasa Poccun — Tabnuna 3.1.

Huarno3z JII{II Obu1 BbICTaBIEH WJIM TOATBEPXKIEH BCEM HAOJIOJaEMbIM
MalueHTaM B COOTBETCTBUM C KIMHUYECKUMH pEKOMeHaamusMu  «Jlerckuit
1epedpanbHbIi Mapainy y JAeTeil» Ha OCHOBAHUM kKajo0, KIMHUYECKOW CUMIITOMATHUKU,
(UBUKAIBHOTO O0OCJIEeNOBaHUS U JOMOJHUTEIBHBIX METOM0B JauarHoctuku (MPT
TOJIOBHOTO MO3ra, BUIe0-OOI MOHUTOPUHT CHa U OOJIPCTBOBaHMS, PEHTTEeHOTrpadus
Koctel ckenera) [9].

Heob6xonumMo OTMETHTh, UTO Y BCeX JeTed JAMarHOCTUPOBAIACh CHACTHYECKas

dbopma aeTckoro 1epedpanbHoro napanmmyua — Tadmwuma 3.1.

Tabnuua 3.1 - Pacnpenenenue maiueHTOB ¢ ASTCKUM LEpeOpaIbHBIM MapaindyoM IO
KJaccuduKauu cnactuueckux dpopm (N=102)

Cnactuueckue GhopMbl
TeMUILICTHSI JMILICTUS
MTatenTs! (G80.2) (G80.1) rerpanapes (G80.0)
Uucno neren
n % n % n %
Bce netn 6 59 57 55,9 39 38,2

Kak BugrOo n3 Tabmuier 3.1. y GonpmmaCcTBa (55,9%) O0MBHBIX OB yCTAaHOBJICH
JIMarHo3 CriacTU4ecKas JUILIeTHs, CIacTUUYeCcKuid TeTpamnapes - y 39 (38,2%) nanueHTos,
criacTHUYecKasi FTeMUIUIETUs IMarHOCTUpOBaHa y 6 (5,9%) nereit.

Campble pacrpoCTpaHCHHBIE MPOSBICHUS 3a00JEBaHUS JETCKOTO IepeOpalbHOTO
napajmnJa, HabJro1aeMple Y TAIMEHTOB MPY TOCTYIICHUU B KIMHUKY MPEICTABICHBI B

Taomune 3.2.
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Tabmuna 3.2 — CUMOTOMBI JETCKOTO Iepe0paibHOro0 mMapaiuya y HaOIr01aeMbIX
MAaIMEeHTOB 10 KJIacCU(UKAIIMU CIIAaCTHYECKUX (popm

Uucino 601abHBIX
dopMbl CUMITOMBI 0 %
OrpaHUYCHHE IBUKEHUS 6 5,8
3aJIepKKa IICUXUIECKOTO U PEUEBOTO 4 3.9
TeMHUILICTHS | PA3BUTHUS
n=6 YMEHBIIICHUE Pa3MepOB KOHEYHOCTEHN 2 2
KOHTPAKTYpPbl CYCTaBOB 1 0,9
KOHCKas cToma 1 0,9
CHACTUYHOCTh KOHEUHOCTEN 57 55,9
3aJIepKKa MICUXUIECKOTO U PEUEBOTO 57 55.9
pa3BUTHS
HH::;;HH nedopManus CTomn 36 35,3
MepeKpecT HOT 10 9,8
KOHTPAKTYpPbI CYCTaBOB 16 15,7
nceBA00yIb0apHbIN CUHIPOM 10 9,8
CHACTHYHOCTh KOHEUHOCTEH 39 38,2
3aJIepKKa IICUXUIECKOTO U PEUEBOTO 39 382
pa3BUTHS
HapyIIeHHe CIyxa 20 19,6
TeTpamape3 | KOCOrja3zue 8 7,8
n=39 AIWIETICUS 34 33,3
KOTHUTUBHBIE U pEUYEBbIC 1€PEKTHI 36 35,3
1CeB100YIbOAPHBI CUHAPOM 30 29,4
KOHTPaKTYPhI CyCTaBOB Ml KOCTHBIC 32 314
nedopManuu ’

VY nanueHToB ¢ remuruieruei (N=6/5,8%) orMevyanuch OrpaHUYCHUS JIBHKCHUH C
OJIHOM CTOpOHBI (pyka OoOJbIle, YeM HOTra), 3aJeplKKa ICUXHYECKOTO M PEYEeBOTO
pa3BUTHS, YMEHBIIICHUE Pa3MepPOB KOHEYHOCTEH, KOHTPAKTYpHI IJIeda, crudaTenbHas
KOHTPAKTypa KUCTEW U MAJIbIIEB, CKOJINO03, KOHCKas CTOIIA.

Camast MHOTOUYHCIIEHHAas ObliIa rpyIina O0JbHBIX ¢ aumuierueit (N=57/52,9%), B ux
KIIMHUYECKOM KapTHUHE MPEBANMPOBAIIN CIIACTUKA B HOTAX, CTOIIBI 10 SKBUHO-BAPYCHOMY
U BaJIbI'YCHOMY THITy, IMEPEKPECT HOT, KOHTPAKTYPHI Ta300€APEHHBIX, KOJCHHBIX,
TOJICHOCTOITHBIX CYCTaBOB, 3aJIEp’KKa INCHUXWYECKOTO M PEYEBOTO Pa3BUTHS, HAJIWYWE

MICeBI00YTHLOAPHOTO CHHIPOMA.
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VY nereii ¢ rerpanape3om (N=39/38,2%) oTMeuanach ABYCTOPOHHSS CIACTHYHOCTb,
B pPaBHOH CTENEHU BBIPAKEHHAs B BEPXHUX M HIDKHMX KOHEYHOCTSX, 3a/epikKa
MICUXUYECKOTO U PEUEBOT0 Pa3BUTHA, HEPEIKO TUArHOCTUPOBAIUCH HAPYIIEHUE CIyXa,
KOCOTJIa3Ue, OIWJIENCHs, BBIPAKEHHbIE KOTHUTUBHBIE U  pedyeBble Je(EKTHI,
nceBA00yIb0apHbIN CHHAPOM, KOHTPAKTYPhI CyCTaBOB U KOCTHBIE Ae(OpMaIiH.
Ha pucynke 3.1 mpexacrasnensl poTorpaduu geTeit ¢ AeTCKUM LepedpaIbHbBIM

nmapajudom 1pu NnoCTYIUICHUU B KIIMHUKY.

A

Pucynok 3.1 — ®otorpaduu nauveHToB ¢ AETCKUM LEepeOpaTIbHBIM NapaqiuyoM Mpu
MOCTYIUIEHUHU B KIIMHUKY (A, b, B)

Bospactroii u rennepusiii coctas aeteit ¢ JILII npencrasnen B Tabmure 3.3.

Tabmuma 3.3 - PacnpeneneHue manueHTOB C JSTCKUM IepeOpalbHBIM IMapaindoM B
3aBHCHMOCTH OT BO3pacTa U 1oJja

Bospact Yucno nerent

Masiburkd (N)| % | meBoukw (N) | % | Bce mammeHtsl (N)| %
2-3 rona 7 6,9 5 4,9 12 11,8
3-5 ner 25 24,5 13 12,7 38 37,2
5-10 ner 15 14,7 20 19,6 35 34,3
10-18 net 11 10,8 6 59 17 16,7
Bcero 58 56,9 44 43,1 102 100




56
IIpu oIeHKE TEeHIEPHOIO0 COOTHOIICHHWS OTMEYCHO, YTO Cpeau OOJIBHBIX
npeobiaganu Manbuuku — 58 (56,9%), neBouek Obio 44 (43,1%). Ilo Bo3pacTHOMY
coCTaBy npeBaiupoBaiu Aetu ot 3 10 S net (37,2%) u ot 5 1o 10 net (34,3%).
OcHoBHBIE Ka100bI OOJTBHBIX MTPU TMOCTYIUICHUH B KIIMHUKY OTPAKEHBI B

TaoOmune 3.4.

Tabmumna 3.4 - OcHOBHBIE XKaJ0ObI MAIIMEHTOB C JETCKUM IepeOpaIbHBIM MapaimioM
[P MOCTYIUVICHUH B KIUHUKY

Hucno ngerei

IIpenssBnsemble Kano0bl (n=102)

n %
3azep>KKa B MOTOPHOM U PEUYE€BOM PA3BUTUU 90 88,2
OtcTaBaHue B Bece 80 78,4
[Inoxas mpubaBka Macchl Tena 68 66,7
OTtcraBaHue B pocTe 64 62,7
OTcyTCcTBHE CAaMOCTOSITEIFHOTO MPUEMA TTHIIH 59 57,8
YacTele 3111M30/1bI ITONEPXUBAHUMN NUILIENU U )KUIKOCTBIO, pBOTA 48 47
YacTeie OpOHXUTHI M THEBMOHUU 37 36,3
Jledopmanus ckenera 36 35,3
OnuiIenTUYecKrue IPUCTYTIbI 34 33,3

Hau6onee yacTeiMu xanobamu ObLITH 3a7i€p)KKa B MOTOPHOM M PEYEBOM Pa3BUTUHU
(88,2%), orcraBanue B Bece (78,4%) u pocrte (62,7%), mnoxas nmpubaBKka Macchl Tela
(66,7%) 1 OTCYTCTBHE BO3MOXXHOCTH CaMOCTOSITEIILHOTO npreMa vy (57,8%).

Yacrora rocnuranuzauuii gere ¢ LIl B oTnerneHue NCUXOHEBPOJIOTHH H

MCUXOCOMATUYECKOM MaToJIOruu npeAcTaBieHa B Tadmure 3.5.

Tabmuua 3.5 - YactoTa rocnuTanu3aludidi NalUMEHTOB C JETCKUM LEpeOpabHbIM
MapaJINuoM B OTJI€JIEHUE IICUXOHEBPOJIOTMHU U IICUXOCOMAaTUYECKON MaTOJI0rnn

Yucno gereit (n=102)

I'ocnuranu3annu 0 %
MIEPBUYHBIC 82 80,4
MTOBTOPHEIE 20 19,6
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BrisBrieno, uto 0onbimmHCTBO nerei (80,4%) o moBo 1y JIeUeHHS U peabrinTanuu
JIETCKOTO 1epedpaabHOTo Mapainya MOCTYWINA B KIIMHUKY BIIEPBbIC.
[Ipy KIMHUYECKOM OCMOTpE Yy TIOJABISAIOIIETO YHUCIA JETEeH COCTOSHUE TIPH
MOCTYIUICHHH ObLTO cperHer Tsokectu (87%), a y 13% omeHHBAIOCh KaK TSDKEIOE 10
OCHOBHOMY 3a00JICBAHHIO.

HpI/I IMOCTYIUICHMU B KIIMHUKY BCC ICTHU ObLTH OICHCHBI W PaCHpCACIICHBI 110

cucteme kiaccupukammun GMFCS (Taommer 3.6) [71].

Tabnuma 3.6 - Pacnpenenenne mamueHTOB € IETCKUM IepeOpalbHBIM MapaqudoM IO
cucreme knaccudpukaiun GMFCS (n=102)

Yposenb GMFCS
| | i AV V
Yucno nereu
n % n % n % n % n %
8 7,8 22 21,6 19 18,6 31 30,4 22 21,6

Kak Bugno u3 TabOmuubl 3.6, OonbpmmucTBO aerer (N=53/51,9%) ummenu mo
cucteme GMFCS 1V-V ypoBHH, XapaKTepH30BaBIIHECS TSKEIBIMH JBUTATEIbHBIMU
HApYyIISHUSIMA ¥ COCTaBWIIM HCCleAyeMyro rpymnmny 1, B rpynmy 2 Bouwio 49 (48,1%)
MAlMEHTOB C JIETKUMHU U YMEPEHHBIMU JABUTaTeNbHbIMU paccTporictBamu (I-111 ypoBens
no GMFCS).

Pacnipenenenue manuentos ¢ LI mo rpymnmam, Bo3pacTy U reHAEpHOMY COCTABY

npejacrasieHo B Tabnuie 3.7.

Tabnmuua 3.7 — Pacnpenenenue mauyMeHTOB MO BO3pAacTy U MOJNY B 3aBUCUMOCTH OT
TSDKECTH JIBUTATEIbHBIX HapylIeHui Hapymenus (n=102)

O61wee THcio Bo3zpacr [Ton
H 101725 ner ‘ 5-10 net \ 10-18 net M* | JI**
['pynmsr MalUEHTOB "
Yucno nerent
n % n | %[ n| % n % n % | n %

Tpymmal | 53 | 51,9 | 28|53 |14 | 26 | 11 | 21 | 30 | 57 | 23| 43
Tpymma2 | 49 | 481 |22|45]21| 43| 6 | 12| 28 | 57 |21 43

Bcee netu 102 100 | 50 |49 | 35 (34,3 | 17 |16,7| 58 |56,9| 44 | 43,1

Ilpumeuanue - * - MaTLYUKH; ** - TEBOYKH
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YcTaHOBIIEHO, YTO B 00CHX IpyNIax Mpeodiagaiv JeTH B Bo3pacTe oT 2 70 5 jer
(53 1 45%) u B Bo3zpacte ot 5 10 10 (26 1 43%). [Ipu ananu3e o reHACPHOMY MPU3HAKY
npeobaaaany Manbuuky - B rpynme 1 6s110 30 (57%) MansunkoB u 23 (43%) neBouku, a
B rpymne 2 — 28 (57%) manpunkoB u 21 (43%) neBouxa.

BonsmmHCTBO Aeteit rpymmbl 1 (n=56/84,9%) mocTynuio B KIWHUKY BIEpPBbIE, 8
(15,1%) — momTopHO. IIpakTWYecKku aHaJIOrMYHAs KapTWHA OTMEUYCHA B Tpymme 2,
nepBuuHO ObuTH 00cienoBanbl 37 (75,5%), moBropHo 12 (24,5%) (PucyHok 3.2).

Takum o0Opa3om, ManKUeHTbl 00EUX TPYII ObUIM CONOCTABUMBI IO BO3PACTy W

FCHI[GpHOfI MNPHUHAOJICIKHOCTH, YUCITY rocnmanmaunﬁ B KIIMHUKY.

I riepBUYHO [ nosTOpHO

Pucynok 3.2 — PacnipeienieHue maueHToB ¢ JETCKUM IIepeOpaabHBIM MapaTuioM 0
YHUCITy TOCTIUTATN3aIMi B KIMHHUKY (IEPBUYHO MITU TIOBTOPHO): a - Tpymma 1,
0 - rpymmna 2

Onenka nepuHatagbHOro aHamtesa nanueHtos ¢ JJLII mo3Bonuna ycTaHOBUTS,
yto 6 (5,9%) nereil ObIM 3a4aThl C UCIOJIB30BAHUEM DPENPOYKTUBHBIX TEXHOJIOTUN
(BKO), y 46,1% wmarepeit 6epeMEHHOCTh MPOTEKajda C CUMITOMaMH TeCTO3a pa3HOU
CTENEHU TSHKECTU. YTpo3a MpephiBaHUsI OepeMeHHOCcTH oTMeueHa B 18,6% cmydaes, B
24,5% - BO Bpemsi OEpEeMEHHOCTH MaTepu ObUIM TOCHUTAIM3UPOBAHBI HM3-3a YTPO3bI

NpephIBaHMs U recTo30B — Tabmmma 3.8,
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bonee mnonoBunbl nererr (53,9%) pomwiuch MmMyTeM KecapeBa CEUCHUS,
caMoCTOATeNbHbIE poabl ObM B 46,1% ciyyaeB. B rpymme 1 mnporeHT apereid,
POXKICHHBIX OINEpaTUBHBIM IyTeM, ObLI 3HaumMo Bbimie (P<0,005) m cocraBmir 68%
npotuB 39% B rpynme 2.

YcraHoBiaeHo,  9TO ~ OOJNBIIMHCTBO  manueHToB  (64,7%)  poawiuchk
HEJOHOLIEHHbIMH, U3 HUX 30,4% nmenu HU3KYIO0 Maccy Tena, 23,5% odeHb HU3KYIO U
6,9% sKcTpeMaIbHO-HU3KYIO MacCy Tena.

B rpynme | m B rpymnme 2 neTH POXKIAIUCh PAHBUIE CPOKA NPAKTHYECKU C
OJIMHAKOBOW YaCTOTOW: HU3Kas Macca Tesa Obuta otMeueHa y 28 u 33%, oueHb HU3Kas —
25 u 22% n 3kcTpeManbHO-HU3Kast — 7 1 6%, COOTBETCTBEHHO.

Huzkue onenku no mkaine APGAR ot 1 10 6 6amioB orMedeHbl y OOJIBITMHCTBA
(n=79/77,5%) nereii ¢ AL, npu 3ToM B rpynme 1 OHM JUArHOCTHUPOBAIKCH Yallle, YeM
B rpymre 2 (85 VS 69% coOTBETCTBEHHO).

PeaHnuManiioHHbIE MEPOMNPUSATHUSI, HCKYCCTBEHHAsI BEHTWISAIUS JIETKUX IIOCIE
poxenus notpedoBanuchk 28 (53%) 6ombHBIM U3 rpynbl 1 ¥ 3HAUUMO pexe (N=6/12%,
p<0,005) u3 rpymmsi 2.

IIpu cpaBHenuu mokazatesnei mo mkaie APGAR Ha 1 u 5 MUHYTaXx, OTMEYEHO
CHUKEHHE YHCIIa IeTEN C HU3KUMU OIIEHKaMu, Kak B rpynie 1, Tak u B rpynne 2 (1o 35

1 11% cOOTBETCTBEHHO).

Tabnmuna 3.8 - AHaMHeCTHYECKHE JaHHBbIC MAIMEHTOB C JIETCKUM IiepeOpaibHbIM
napajuyoM B 3aBUCHUMOCTH OT TSDKECTH JBUraTelbHBIX Hapyiienui (n=102)

I'pymma 1 ['pymma 2 Bee
1 GMFCS IV-V GMFCS I-111 «
pHU3HAK (n=53) (n=49) MaIMeHThI p
n % n % n %

Teuenue
OEpEMEHHOCTH:
- pusnomornueckoe 10 19 45 92 55 53,9 | <0,005
- recto3 1-3 crenenu 43 81 4 16 47 46,1 | <0,005
- yrpo3a MpepuIBaHUs 13 25 6 12 19 18,6 | <0,005
- CTallMOHapHOE 20 38 5 10 25 245 | <0,005
JISUEHHE 3 7 3 6 6 5,9 -
- 3agatel nyrem KO
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[Tpomomxkenue Tabauipl 3.8

Ponpr:

- CAMOCTOSITEIILHBIE 17 32 30 61 47 46,1 | <0,005
- ONIepaTUBHBIE 36 68 19 39 55 53,9 |<0,005
- 1o 37 enenu 32 60 34 69 66 64,7 |09

- 37-42 nenenu 21 40 15 31 34 33,3 | 0,77

- peaHUMaIMOHHbIE 28 53 6 12 34 33,3 | <0,005

MEPOIPHUSTHS TPU
poxnenuun, UBJI nmpu
POXKJICHUU

Macca Tena npu poxaeHUu:

>2500r 21 40 19 39 40 39,2 0,96
Huskas (1500-2500 r) 15 28 16 33 31 30,4 1,0
Ouenp Hu3kas (1000-1499 r) 13 25 11 22 24 23,5 1,0
DKCTpeMaabHO-HU3Kas 4 7 3 6 7 6,9 0,99
(<1000 r)

JlnmuHa Tena npyu poXKIACHUM:

- 10 50 cm 36 68 39 80 75 73,5| 0,87
->50 cMm 17 32 10 20 27 26,5| 0,12

Onuenka no mxaine APGAR
Ha | MunyTeE:!

-1' 5 9 1 2 6 59

-2' 4 8 2 4 6 59

-3' 6 10 1 2 7 6,9

-4 9 17 6 12 15 14,7 | 0,22
-5' 9 17 13 28 22 21,6

-6' 12 23 11 22 23 22,5

-7 4 8 8 16 12 11,8

-8' 4 8 7 14 11 10,7

-9 - - - - - .

Onenka o mkaine APGAR
Ha 5 MUHYTE:

-1 1 2 - - 1 0,8

-2' 1 2 1 2 2 2

-3' 2 4 1 2 3 2,9

-4' 2 4 - - 2 2 0,22
-5' 12 23 9 19 21 20,6

-6' 12 23 10 20 22 21,6

-7 16 30 12 25 28 27,5

-8' 4 7 8 16 12 11,8

-9' 3 5 8 16 11 10,8
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[Ipu oneHKe COMyTCTBYIOIIEH MATOJOTMUA OTMEUYEHO, YTO MAlMEHTHl TpymIbl 1
qaiie UMENH CTPYKTypHyIo snuierncuto (57%), acnupaunonHbsie nHeBMOHUU (49%),
3anopel (68%), y nmeted rpymnmbl 2 JaHHAs NATOJOTHS BCTpedyalach CTAaTHUCTHYECKHU
3Haunmo pexe (p<0,001), coorBercTBeHHO B 8%, 8% 1 35% ciny4daes.

Heiipo-oproneaudeckre 3aboseBanus ((HopMUpOBaHWE CYCTaBHO-MBIIIICUHBIX
KOHTPAaKTyp, AePopManuii W YKOPOYCHHH KOHEYHOCTEW, TMOJBBHIBUXOB W BBHIBHXOB
CyCTaBOB, CKOJINO3a) B OOEUX TIpynmnax BCTPEHAIUCh C MPAKTUYECKU OJMHAKOBOMN

gactotoi (38 u 32,3% coorBercTBeHHO) — Tabmmia 3.9.

Tabnuma 3.9 - ComytcTByromue 3a00eBaHUs MAMEHTOB C JCTCKUM IepeOpaIbHbIM
napajqnyoM B 3aBUCHMOCTH OT TSDKECTH ABUraTeNbHBIX HapymieHui (n=102)

I'pynna 1 I'pynna 2
GMFCS IV- GMFCS I- Bce

3aboneBaHue™* \Y 11 HAlUEHTHI p*

(n=53) (n=49)

n % n % n %
CTpyKTypHas SIIICTICUS 30 57 4 8 34 | 33,3 <0,001
ACIHpAIHOHHbIC 26 | 49 | 4 8 |30 | 294 | <0001
ITHEBMOHHUH
Heitpo-opromeaeckas | o4 | 38 | 13 | 26 | 33 | 323 0,227
MIaTOJIOTHS
3anopsl 36 68 17 35 52 | 51,9 <0,001

Ilpumeuanue - * - paznuuust MeXIy Tpynmoi 1 u rpymnmoit 2; ** - y onHoro pedeHka MOTIN

OBITH HECKOJIBKO CONMYTCTBYIOIIHMX 3a00JIeBaHUI

B kauectBe mportuBocymopoxkHou teparnuu 34 (33,3%) pebeHka mpUHUMAIA
mpenaparbl  BaJIbIPOEBON  KHUCIOTHI, JIeBeTUpaireTam, mnarmodepan, Tomupamar,
srocykcumu/ (30 marrenToB rpymnmsl 1 u 4 nmarenrta rpymsi 2, p<0,001).

B rpynme 1 koMOMHUpOBaHHYIO Tepanuio (1Ba U 00Jiee MPOTUBOIMIIICTITUYECKUX
npermapaToB) monydann 8 (15%) manmenToB, B Tpymnme 2 KOMOWHHUPOBaHHAsS

Tepanusi He HMCIOJIh30BaIaCh, MPUMEHSIIACh TOJbKO MoHOoTepamus y 4 (8%) mereit -

Taomumna 3.10.
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Tabmuua 3.10 - [lpueM NPOTUBOCYNOPOXKHOM Tepanmuu y TNAIMEHTOB C JIETCKUM
1epedpaibHbIM MapaInuoM, COMPOBOXKIAOIINX JMIICTICUEH B 3aBUCUMOCTH OT YPOBHS
JBUTATEIbHBIX HAPYILICHUN

[IpotuBO3NIMIIENTUYECKIE Fl()r?:;[;) I F?Xffgf Bce nauneHTsl 0%

nperaparsl n % n % n %

MoHoteparnus 22 | 41 4 8 26 25,5 <0.001

JIBa u 6oxee 1011 8 15 - - 8 7,8 ’
Ipumeyanue - * - pa3nuuusi MeXAy rpynnoi 1 u rpynmnoi 2

[Ipy oueHKe CHOCOOHOCTH MHPUHATHS MHUINM W KUAKOCTH MO KiIaccUPUKaUUU
EDACS [33] y aereii rpynmel 1 B 10 pa3 wamie HaOMIONAINCh HapYIICHUS,
COOTBETCTBOBaBIIME ypoBHAM IV-V, Xxapakrepus3oBaBIIMECs  3HAYUTEIbHBIMU
HapyleHussMu 0e3omnacHocTy U 3¢ dexTuBHOCTH nuTanus (41 u 4%, p<0,001).

B rpymme 1 6 (11%) nereii mmenu V ypoBeHb, KOTOPBIM yKa3bIBaeT Ha
HEBO3MOXHOCTh o0ecredeHus: 0e30macHoro u 3pGEeKTUBHOTO MpUeMa UM, B rpyIe 2

Takux jaereit He Opu10 (Tadmuua 3.11).

Ta6bmuua 3.11 - PacnpenencHue MAaMEHTOB C JETCKUM IEepeOpaIbHBIM MMapajuioM B
3aBHCHMOCTH OT Kiaccudukaruu mo mkane EDACS (n=102)

I'pymma 1 ['pymma 2
Ypogenb mo mikaire EDACS (n=53) (n=49) p*
n % n %
I 1 2 25 51 <0,001
1 8 15 17 35 <0,001
11 22 42 3 10 <0,001
v 16 30 2 4 <0,001
\Y 6 11 - - <0,001
Ilpumeyanue - * - paznuuus Mexay rpynnoi | u rpynnoi 2

Taxkum oOpaszom, B HCCIeAOBAaHUM NMPUHSUTM ydacthe 102 marmueHTa ¢ JSTCKUM
1epedpaTbHBIM MapaHIoM, KIIacCH(PUITMPOBAHHBIX HA 2 Tpynmbl 1o cucteme GMFCS,
OTIIMYAIONIUXCS 1O TSDKECTH JBUTATEIBHBIX PACCTPONCTB, COIMOCTABUMBIX IIO
BO3pPAaCTHOMY U T€HACPHOMY COCTaBY.

[TonoBuna mnocrynuBmux neret (51,9%) wumena Tskenble ABUTATEIbHBIC

paccTpoOWCTBa, y NOMAABISIONIETO OONBIIMHCTBA MAllMEHTOB OTMEYajach JAMUILIECTHUS

(55,9%) u Terpamnapes (38,2%).
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IIpu omenke mepuHaraibHOro anamuesa aered ¢ J[LII ycranosiaeno, uro 5,9%
JeTed ObUIM 3a4aThl C HCIOJIB30BAHMEM PEMPOAYKTHUBHBIX TEXHOJIOTHH, MOYTH Y
MOJIOBUHBI MaTepeit (46,1%) GepeMeHHOCTh MPOTeKaia ¢ TeCTO3aMU Pa3INIHON CTETICHU
BBIPAKEHHOCTH, yIpo3a MpephiBanus OepeMeHHOCTH oTMeueHa B 18,6% ciydaes. bonee
MOJIOBUHBI JIETEH POaWIOCh IyTeM KecapeBa ceueHus (53,9%), OONBIMUHCTBO JeTei
ObUTH HeoHOIICHHBIME (64,7%), ¢ HU3KuMH TIoka3aTesssmu 1o mkaine APGAR (77,5%)
P pOXKACHUHU. BeIpakeHHbIC HAPYIIIEHUS B TCUCHUE TTEPUHATAIBHOTO TIEPHOa MOKHO
paccMaTpuBaTh Kak ofHy U3 npuuuH pa3sutus LI y nHaOmtomaemMbIx eTei.

VY OonbIuHCTBA JAeTell 00eux TpyI BCTpedaach COMYTCTBYIOIAs MaTOJIOTHS
(cTpykTypHass ~ SUUWJICTNICUS,  aclUpAIMOHHAs  IMHEBMOHHWS,  3alopbl,  HEHUpo-
oproneanyeckue 3aboneBanusi), 1/3 mereil moaydana MPOTHUBOCYJOPOKHYIO MOHO- U
nonutepanuto. Ilogasistomiee OonbimuHcTBO  (80,4%) nmereld  moCTymuwiv — Ha
TOCTUTATU3AIUIO BIIEPBBIE.

OreHKa CIOCOOHOCTH MPUHATHSI MUIIK U KUJIKOCTH 10 Kiaccudukanuu EDACS
nokaszasiia, yro y jgered rpymmel 1 B 10 pa3 wyame HaOmoAaIMCh HapyIICHHUS,
COOTBETCTBOBaBIIME  ypoBHsAM |V-V,  xapakrepu3oBaBiiuecss 3HAYUTEIbHBIMU
HapyueHUsIMUA 6e30macHOCTH U 3G(HEKTUBHOCTH MUTAHUS, TP 3ToM 11% nereit rpynims
1 umenu V ypoBeHb.

VY4uuThiBas BbIIIECKA3aHHOE, a TAKKE >Kall00bl Y OOJILITUHCTBA POJIUTENIECH JIeTel ¢
JILII Ha oTrcraBaHue B BECE U POCTE, TPYAHOCTHU MPU MPUEME MHILH, ITPEACTABIAIOCH
BOXHBIM OIICHUTh HYTPUTHUBHBIM CTAaTyC TAIMEHTOB U pa3paboTaTh METOIbI

JIAETOJIOTUYECKON KOPPEKLINH €TI0 HAPYIICHUH.
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I'JTABA 4. KOMIIVIEKCHASA OHEHKA HYTPUTUBHOI'O CTATYCA
JIETEW C JETCKHM IIEPEBPAJIbHBIM ITAPAJTMYOM

Bcem HabmomaemMpIM manueHTaM OB TPOBEICH CKPUHUHT HYTPUTHBHBIX PUCKOB
Y OIIEHKA MUIIEBOro CTaryca (pacdyeT aHTPOIOMETPUUYECKUX UHIECKCOB, KAITUIIEPOMETPUS
1 OMOMMIIEJTAaHCHBIN aHAU3) IPU MOCTYIJICHUU B KJIIMHUKY U Yepe3 6 MecsIIeB OT Havaja

DHTEPAJIBLHOU MOAACPKKH.

4.1 Anaam3 PUCKOB Pa3BUTUA HEAOCTATOYHOCTHA IIHTAHUA

B YCJIOBUSIX CTallMOHapa

C uenbro BBIABICHHS PHUCKA PAa3BUTHS HEJOCTAaTOYHOCTH IIMTAHUS WM €€
yCyryOJieHHs BCEM IMallMeHTaM B TedeHue 24 4YacoB OT MOMEHTA NOCTYILJICHUS B
cTaiuoHap ObLJI MPOBEAEH CKPUHUHT C MOMOUIBIO BaMIUPOBAHHOW PYCCKOS3BIYHON

Bepcun onpocHuka STRONGKids [1] (Tabmuna 4.1).

Tabauma 4.1 - bamibHas oOleHKa, T[OJy4YeHHas B pe3yJbTaTe CKPUHUHTA ¢
ucnoip3oBanueM onpocarka STRONGKids (n=102)

[TareHTHI
HyTtputuBHbIi e % a0\ « | BCE IAIMEHTHI
pHCK bamter | rpymma 1 (n=53) * | rpynma 2 (n=49) (n=102)
n % n % n %
Huskui 0 - - 2 5 2 19
1 1 2 9 18
Cpennuii 2 3 5 9 18 32 31,4
3 4 8 6 12
. 4 20 38 23 47
Bricokuii 5 o5 47 : - 68 66,7
Ilpumeuanue - * - paznuuus nokaszaresen craTucTuuecku 3Hauumsl (p < 0,05)

YcranoBieHo, uto 6osee yeMm y moJoBUHBI 68 (66,7%) nereit ©Mencs BHICOKUIN
PHCK pa3BHTHS HEJOCTATOYHOCTH TMHMTAHUs, MPH 3TOM O0JbIKUHCTBO (N=45/85%)
COCTaBHJIM IMAlMEHTHI TPYIIIEI 1, B Tpymie 2 TaKuX MalMeHTOB OBLJIO B 2 pa3a MCHbIIS
(n=23/47%) (p<0,005). Cpenuuii aimMeHTapHBIN pruck nuarHoctupoBaH y 32 (31,4%)

O0o0nbHBIX, HU3KUN — B 1,9% ciydaes.
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Bricokuii (66,7%) wu cpennmit (31,4%) puck pa3Butus WM yCyryOJeHus
HYTPUTUBHOW HEAOCTATOUHOCTH BO BPEMS HAXOXKJICHUS MALMEHTOB B KIIMHUKE AUKTYET
HEOOXOAMMOCTh 0053aTETLHOTO KOHCYJNBTAIIMM Bpada JUETOJIOTa JUIsl  OLICHKHU
HYTPUTUBHOTO  CTaTyca, KOPPEKUHUH  paldoOHAa MHUTAaHUA C  BKIIOYECHUEM

BLICOKOKaJIOpI/II\/'IHBIX, BBICOKOOEIKOBBIX IIPOAYKTOB SHTCPAJIbHOI'O ITUTAHMA.

4.2 Ouenka (pM3NYECKOro pa3BUTHS NANMEHTOB C JIeTCKUM

nepedpajbHbIM MAPATUYOM

Bcem manmentam (N=102) ¢ geTckuM nepeOpalibHbIM MapajiiuoM B TEUCHHE
nepBeiX 48 yacoB Oblla MPOBEAECHA OLIEHKA CTAHJIAPTHBIX AHTPONOMETPUUYECKUX
nokasaresei (Macca u anuHa (pocT) Tena, OKPY>KHOCTh cpeAHeil TpeTu 1uieda). [lpu
HEBO3MOXKHOCTH CTOATh (N=46/45%), u3mepenue pocta MpOBOIUIOCH CETMEHTAPHBIMU
METOJaMU: B MIOJIOKEHUH JIe’Ka C TOMOILBIO CAHTUMETPOBOH JICHTHI U IIyTEM U3MEPEHUS
BBICOTHI KOJIEHA C MOMOIIbI0 AHTPONOMETpA C JaJbHEHUIIUM pacyeToM poCTa, 4TO B
Poccuiickoit @enepaiiuu ObLIO BBHIITOJHEHO BIIEPBHIC.

Ha nepBom srtamne uccineaoBaHus B 00eMX Tpynmnax MalUeHTOB ObUIA OIICHEHBI

aHTPOIIOMETPUYECKHUE TIOKA3aTeNu U paccunTanbl uHeKchl (Tabnuna 4.2).

Tabmuua 4.2 — Tloka3aren HYTPUTHBHOTO CTaTyca TAIMEHTOB C JETCKUM
1epeOpaibHbIM  TIapajiuoM B 3aBHCHUMOCTH OT CTEIEHH TSOHKECTH JIBHraTEIbHBIX
paccrpoiictB o knaccudukanmun GMFCS (n=102)

['pynner gerei ¢ LI
rpynna I 42
[Tokazarenu (GMFCS IV- TPy BCE MALIUEHTHI p*
(GMFCS I-111) -
V) n=49 (48%) n=102 (100%)

n=53 (52%) - 0
MT, kr 14,7 [11,5; : :
Me [Q1: Q3] 20.0] 17,5[14,0; 20,6] | 16,3 [12; 20,5] 0,068
JlnuHa tena, cM . : :
Me [Q1:Q3] 108 [96; 125] | 109 [102; 121] 108 [98; 121,5] 0,685
cone vanena, o | 10759 110,28 107.6 0,992
Me [O1: Q3] [99,52; 121,04] | [96,83; 121,04] [96,8; 121]

2

UMT, xr/m 12,7 14,1 13,6 0,003

Me [Q1; Q3] [11,8; 14,3] [12,9; 16,1] [12,2; 15,5]
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OCTII, mm 16,4+2,8 17,7+3,6 17,1+3,3 0.04
Mz SD (min; max) | (15,6; 17,2) (16,7; 18,8) (16,4, 17,7) ’
TIOKCT, my 6,0[50;7,2] | 8,5[7,0:12,0] | 7,0[6,0;:10,0] @ <0,001
Me [Q1; Q3] L LR T e :
TKXKXCJI, mMm ) ] _

Me [Q1: Q3] 6,0 [5,0; 7,0] 6,0 [5,0; 8,0] 6,0 [5,0; 8,0] 0,112
Z-scores

MT/Bo3pact -2,36+1,78 -0,78+1,7 -1,69+1.9 <0.001
M=SD (95% JI1) (-2,92—1,81) (-1,30—0,26) (-2,9—0,1) ’
feff:/‘;‘ogpm _1,62+1,65 -0,33%1,52 L00£L7L | oo,
M£SD (95% JIA) (-2,07—1,16) (-0,76-0,14) (-1,33-0,66)

JlnrHa Tena mo

BBICOTE KOJICHA -1,5 -0,58 -1,44 0.003
(BK)/Bo3pact Me [-2,60; -0,74] [-1,59; 0,44] [-2,2;-0,1] ’
[Q1; Q3]

NMT/Bo3pact -2,43 -0,91 -1,44 <0.001
Me [Q1; Q3] [-3,67; -0,93] [-1,94; 0,28] [-3,15; -0,33] ’
TKOKCT -1,29 -0,3 -1,05 <0.001
Me [Q1; Q3] [-2,03; -0,73] [-1,29; 0,46] [-1,8; 0,18] ’
TKOKCJI 0,2+0,98 0,45+1,01 0,32+0,99 0201
M=+ SD (95% JIN) (-0,07; 0,47) (0,16; 0,74) (0,12; 0,52) ’

Ipumeuanue - * - pasnuyus medxcoy epynnou 1 u epynnou 2

Kak cnenyer w3 Tabmumbr 4.2, B ob6med rpymnmne mnamuentoB (N=102) Bce
aHTPOTIOMETPUYCCKHE WHIEKCHI MMETU OTPHUIIATCeIIbHbIC 3HAYCHUS: MeauaHa Z-SCOres
Macchl Telia/Bo3pact cocraBmia -1,69 (min -2,9; max -0,1), ;ymHel Tena (paccuyuTaHHas
0 BBICOTE KoJieHa)/Bo3pacT -1,04 (min -2,2; max -0,1), UMT/Bo3pacr -1,44 (min -3,15;
max -0,33). OmgHako, yka3zaHHble WHAEKCH 3HaunMMo (P<0,001) pasmuvamuch Mexmay
CpPaBHHBACMBIMH TPYIIIIAMU: JIETH TPyIIbl 1 umenn Z-SCOresS HrbKe, YeM TMaIllUeHThl U3
rpymiel 2. Tak, B rpynmne 1 HAZ cocraun -1,6 (min -2,07; max -1,16), a B rpymme 2 -
0,33 (min -0,76; max -0,14), B rpynme 1 BAZ cocraBun -2,43 (min -3,67; max -0,93), a
B rpymmne 2 -0,91 (min -1,94; max 0,28). Takum o0Opa3om, yCTaHOBJIEHO, YTO BCE
AHTPOTIOMETPUYUCCKHE TOKA3aTeIM UMENIM TCHJCHIMI0O K CHI)KCHHIO C YBEIUYCHHEM
ypoBHst GMFCS (p<0,001)

Hamu mosnyueHa CBsI3b MEXIY YPOBHEM TSDKECTH JIBUTATEIBHBIX HAPYIICHHUH 10

GMFCS u Z-scores aHTponmoMeTpUYecKHX mMokaszaTeneil. OHa oka3zajgachk oOpaTHOMU
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yMmepenHoi (r=-0,51 u r=-0,45) craructuuecku 3HaunmMont (p<0,001) c ungekcom WAZ
u HAZ u oOpartHoit cunmbHO# (r=-0,71) cratuctudecku 3nauumoit (p<0,001) — c

uHaekcom BAZ (Pucynok 4.1).
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GMFCS, ypoBHHu

Pucynok 4.1 - Koppensiusi MKy YPOBHSIMU TSDKECTU JABUTATEIbHBIX HApYIICHUMN
(GMFCS) u auTponnomerpuyeckumu nokazarensimu WAZ (a), HAZ (6), BAZ ()

Takum 00pa3om, yCTaHOBIIEHO, YTO YEM BBIIIE YPOBEHb TSIKECTU JBUTaTEIbHBIX
HapymieHut (GMFCS), Tem Huxe aHTPONOMETPUYECKHE HHAEKCHI (Macca/Bo3pacr,
poct/Bo3pact, UMT/Bo3pact), xapakrepusyroue GU3N4ecKoe pa3BUTHE MAIIUEHTOB C
JIETCKUM LIepeOpaIbHBIM MapaIuuOM.

B mporiecce uccnenoBanus 06110 yeranosiaeHo (Tabmmma 4.3), uro:

- moKazaTenb Z-SCore Macca tesna/Bo3pact y 6onbinHcTBa (53%) nereit rpynmsl 1
OBLT HIDKE CPEIHEBO3PACTHBIX CTAHIAPTOB, V 43% MaIlMEHTOB HAXOJWJICSA B Mpejesiax
CpeHHX nokasaresiei u'y 4% ObUT BbIllIe HOPMBL. Y MAIMEHTOB I'PyNIbl 2 HabJI0/1aach
oOpaTHasi kapTuHa - y 75% aHTpONOMETpPUYECKHE ITOKa3aTelil COOTBETCTBOBAIU
HOpMaJIbHBIM 3HadueHueM, y 20% nerel - ObUid CHUXEHBI U y 4% JuarHocTUpoOBaHA
M30bITOYHAsI Macca Tea;

- mokasatelb Z-Score (poct/Bo3pact) y 59% GonbHbIX rpynmbl 1 u 90% rpymms 2
OBLT B TIpejeNiax CpeHEBO3PACTHBIX cTaHmapToB; y 41% nereit rpynmel 1 uy 8%
OONBHBIX TPYIIHI 2 TAHHBIN TTOKa3aTeNb ObLI CHUKEH (MeHee -2 SD), uTo yka3bIBaeT Ha
3aJIep KKy pocta. BeicokopociocTs BeTpevanach y 2% IeTei rpyImisl 2;

- uaaekc Z-score (MMT/Bospact): y 71% neteii rpynmsl 1 auardoctuposaiachk HIT
(;merkas —y 4%, ymepernas —y 9% wu tspkenas —y 58%). B rpymme 2 HegocTaToO4HOCTD

MUTaHUS BeTpedanach B 2 pasa pexe (p<0,005) — 32% (nerkas — y 8%, ymepeHHas — y
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8%, Tskenas —y 16%). Baxxno ormeTuts, uto Tspkenas HII B rpymnme 1 BcTpeuanacs B 3
pasa game (p<0,001). JlaHHBI# OKa3aTENIb HAXOUIICS B MPEAEIax CPEAHUX 3HAUCHUAX
y 21% nereii rpynmsl 1 u'y 51% - rpynmst 2, coorBeTcTBeHHO. M30bITOYHAs Macca Tena

umenach y 8% u 17% OG0abHBIX COOTBETCTBEHHO B rpyire | u B rpymnme 2.

Tabnuma 4.3 — Pacnpenenenue nnaexcon (Z-SCOres) pusnueckoro pa3BuTus MalueHTOB
C IETCKUM LIepeOpaIbHBIM MMapauiioM MPH MOCTYIUICHUH B KIMHUKY (N=102)

Z-scores <3 -3-(-2) | -2-(-1) | -1-(+1) |1-(+2) | 2-(+3) | >+3
I'pynma 1 |2 (1 |21 |2 (1 |2 1|2 |1 |2]1]|2
Macca n|17[3 1276 120 (16 [23 |1 (4 |2 |2 - |-
TeJa/Bo3pacT %32 |6 |21 |4 |11 (20 |30 |47 |2 |8 |4 |4 |- |-
n|12 |4 [10 |- [22 (22 (17 [25 |2 |7 |- |- |- |1
Poct/sospact o o Te™ 11 |- [23 |25 |32 |50 |4 |14 |- |- |- |2
n|31]8 [5 [4]2 [4 [12 (25|37 |1 |- -1
UMT/sospact Fo o619 g (4 |8 |21 |50 |6 |15 |2 |- |- |2
prwettanue -*. I‘OJ'Iy6I>IM IBETOM BBIACIICHBI CpC,I[HCBOSpaCTHBIe HOpMI:-I B COOTBCTCTBHHU C
kinaccudukarnuerr BO3, 1972 1.

['paduueckoe pacrpeseneHre BoIIBICHHON HEAOCTATOYHOCTH MMUTAHUS Y JIETEH C

JETCKUM IIepeOpabHBIM MapaiidoM B 00€uX IpyInax npeacraBieHo Ha Pucynke 4.2.

Henocrarouynocts nuTaHus

['pymma 1 (n=38) ['pymma 2 (n=32)

I msoxenas HIT ymepenHas HIIT B srerkas HIIT

Pucynok 4.2 — Pacnipenenenue (B %) NalueHTOB C JETCKUM LiepeOpabHbIM
MapaJimiaoM, IMEIOIIUM Pa3IMIHYIO CTETICHb HeJIOCTAaTOYHOCTH MUTaHus (rpymma 1
u rpymma 2) (n=102)
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Kak BunHo u3 Pucynka 4.2, Tspkenass HEIOCTaTOYHOCTh MUTAHMS 3HAYUTEIIBHO
qaie JuarHoCTHpOBaiach y AeTed rpynmsl 1 mo cpaBHeHuro ¢ rpymmoi 2 (82% vs 50%,
p<0,005). V 1/4 nereii rpymmsl 2 otmedeHa aerkas HII, Torma kak Takux maiueHTOB B
rpynmne 1 6bu10 TOIBKO 5%.

B cBsi3u ¢ TeM, uto B Tabnuue 4.2 npeacTaBieHbl CpeJHUE 3HAUEHUSI ADCOJIFOTHBIX
noka3aTeseil Macchl Tela U POCTa, PaCCUMTAHHBIX 0e3 yueTa BO3pacTa MaIleHTOB, a B
rccienoBanne npuHsanu ydacrtue aetu ¢ JLII B BozpactHOM nuanaszone ot 2 et g0 17
net 11 mecsues, npeacTaBisiio OONbIION UHTEPEC OLEHUTh UX (PU3NYECKOE PAa3BUTHE B
COOTBETCTBUM CO CpPEIHEBO3PACTHBIMU cTaHaapTamMu. COINIACHO COBPEMEHHBIM
pekomenaanusam BO3, nokazarenu ¢uszndeckoro pazputust 102 pereit ¢ JLII Obuin

OIICHCHBI IIO OTHOCHUTCJIBHBIM II0KAa3aTCisIM — CPCAHHMM 3HAYCHUSAM Z-scores macca

Tenal/Bo3pact, poct/Bo3pact, HHIEKC Macchl Teaa/Bo3pact (Tabmuia 4.4).

Tabnuua 4.4 - Pactipenenenue nmokasareineid HyTpUTUBHOTO craryca namnueHToB (N=102)

C JETCKUM TIepeOpabHBIM MapaaTuvdoM MPH TOCTYIUICHUH B KIIMHUKY B 3aBUCHUMOCTH OT
Bo3pacta M£SD; [95% JI]

['pymmbt Bo3spact Z-score Z-score Z-score
MT/Bo3pact | poct/BO3pact NMT/Bo3pact
(WAZ) (HAZ) (BAZ)
2-5 ner -2,16+1,58 | -1,05%1,59 -2,23+1,77
(n=28) (2,9--1,42) | (-1,79--0,3) (-3,06—1,4)
510 ser (no14) | 2O5*L7 | 214151 -2,0242,12
Tpymma 1 (-3,43—1,68) | (-2,78--1,51) | (-2,92—1,13)
(n=53) | 10-17 et 11 mec. -1,47+1,88 -2,75+2,20
(n=11) - (-2,92—-0,03) | (-4,45—-1,106)
2,36+1,78 | -1,62+1,65 -2,22+1,99
BCCTAMUCHTR | 5 99 1.81) | (-2,07—-1,16) | (-2,77—1,68)
2-5 et -0,81+1,93 | -0,34+1,80 -0,89+2,14
(n=28) (-1,61-—-0,01) | (-1,08-0,4) | (-1,77—-0,01)
510 ner (ne14) | O7A*L37 | -0,08£0,98 -1,0621,35
Tpyrma 2 (-1,42--0,05) | (-0,57-0,41) | (-1,73—-0,39)
(n=49) | 10-17 ner 11 mec. -1,03+1,60 -0,51+1,92
(n=11) - (-2,71-0,65) | (-2,52—-1,51)
-0,78+1,70 | -0,33%152 -0,90+1,83
BCCTAMICHTSL | 13 _026) | (-0,76-0,11) | (-1,43—-0,38)
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Tabnmuna 4.4 moka3pIBaeT pa3auyusi B AHTPOIMIOMETPUYECKUX HWHACKCAX B
3aBUCUMOCTH OT Bo3pacTa. Tak, B rpymme | mokaszarens BAZ Obul caMblil HU3KUH B
Bo3pacTHOM uHTepBasie oT 10 1o 17 et 11 mecsnes, a B rpymnie 2 y 1eTeil B Bo3pacTe OT
5 no 10 net. 3nauenne HAZ naobopot B rpynne 1 Obu1 HUXKE Yy aeTeit ot 5 no 10 ner, a
B rpymie 2 ot 10 no 17 ner 11 mecsues.

Ba)XxHO MOJYEpPKHYTh, YTO BCE M3y4aeMble aHTPOIIOMETPUYECKUE MOKA3aTeNnu y
aeted rpymmsl 1 ObutM 3HauMTenbHO HUke (P<0,005) mo cpaBHEeHUWIO ¢ TAIUCHTAMH
IPyIIIbI 2.

HenocrarounocTs nuTanus Obl1a BeAynuM (aKTOPOM HapyIIEHUs] HYTPUTUBHOTO
CTaTyca y HalMeHTOB C JIETCKUM LiepeOpaibHbIM MMapaIniyoM U COCTaBIIsUIA B rpyrre 1 —
72%, B rpymie 2 — 32% (p<0,001). ITpu sTom nons aereit ¢ agexkBatueiM HC B rpymme 1
- 21%, B rpynmne 2 - 51% - Tabsiuua 4.5.

Tabnuua 4.5 - HyTpuTUBHBIN CTaTyC NALUEHTOB C IETCKUM LiepeOpaIbHbIM NapainiuoM
B 3aBUCHUMOCTH OT CTEIICHH TSHKECTH JIBUTATENBHBIX paccTpoiicTB (N=102)

['pynnel gereit ¢ JLII
rpynna 1 rpynna 2
EOT‘(&;‘;‘E‘;J;“ (GMFCS IV- | (GMFCS I- | Bce Ol .
o P BHOTO V) 1) marmentsr | (95% U) | P
M n=53 (52%) | n=49 (48%)
n % n % n %
. 0,2
AnexBataeii HC 11 21 25 51 36 | 35,3 (0,08-0,4) <0,001
HenocraroyHocts 5,2
AL 38 72 16 32 54 | 53 (2,2-12,2) <0,001
3,2
nerkas HIT 2 5 4 25 6 11 (1,8-10,4) <0,001
0,8
ymeperHas HIT 5 13 4 25 9 |16,7 (0,3-2.3) 0,782
7,2
Tsoxenast HIT 31 82 8 50 39 | 72,3 (2,8-18.4) <0,001
H30bITOuHAS 29
macca Tejia i 4 7 8 17 12 | 11,7 (2,8-18,) <0,001
0KMPECHHUE

Ilpumeuanue - * - paznuuus Mexay rpynmnoi 1 u rpymnmoi 2; ** - romyObIM IBETOM BBIJIEICHBI
CTENEHU HEAOCTATOYHOCTU MUTAHUS
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VYcTaHOBIEHO, YTO Yy JETel, MMEBIINX HapyUICHUs JABUTATEIBbHBIX (DYHKIIHM,
cootBercTBytomue GMFCS V-V, B 5,2 pa3a Bblllle IIAaHCHI UMETh HEIOCTATOYHOCTH
nuTaHus U B 7,2 pa3za Beimie Tsokenyto crenenb HII, wem y nereit ¢ yposaem GMFCS |-
[11: OL 5,2 (95% AN 2,2—12,2), u Ol 7,2 (95% JAU 2,8-18,4)

Hamu BriepBbIe y AeTel ¢ JeTCKUM IepeOpaIbHBIM IMapaIndaoM IPOBEICHA OIICHKA
B3aMMOCBSI3H MEXKy XapaKTepOM aIMMEHTAPHOTO PUCKA, BBISBIISIEMOTO IO OMPOCHUKY
STRONGKidS w HYTpUTHBHBIM CTaTyCcOM IIallAEHTOB, YyCTAHOBICHHBIM MPH

noctyIuieHny B kiuHuKy (Taoimna 4.6).

Tabmuma 4.6 - HyTpuTuBHBIE pHUCKH W THUIIEBOM CTAaTyC NAIlMEHTOB C JETCKUM
nepeOpasbHbIM mapamaom (N=102)

HU3KUHN CpeIHUI BBICOKUM N=102
[TumieBoii craryc (n=2) (n=32) (n=68)
n % n % n % n %

AnexkBaTHBIN 2 6 28 78 6 16 36 35,3
HenocraroyHocTh
MMUTAHUS - - 2 4 52 96 54 53
(MMT/Bo3pact <-1SD):
Jleexas - - 2 33 4 67 6 11,1
Ymepennas - - - - 9 100 9 16,7
Taowcenas - - - - 39 100 | 39 12,2
N36pITOYHOE TUTaHKE - - 2 17 10 83 12 11,7

Hpumeanue -*. BBIJACJICHHBIC FOHY6LIM IBETOM KOJIOHKH O603Ha‘laIOT PUCKHU HYTpHTHBHOﬁ
HECOOCTAaTOYHOCTHU

Baxxno ormeruth, uyTO OOJBINE, YeM Yy IMOJOBUHBI marueHToB (34/94%) ¢
HOpPMaJIbHBIM HYTPUTHBHBIM CTaTycOM OOHapyskeHbl cperanue (78%) u Beicokue (16%)
PHUCKH pa3BUTHUS HeqocTarouHoCcTH nutanus. U3 54 (52,9%) nanueHToB, yxe HMEBITUX
HEJIOCTAaTOYHOCTh TMHUTAHUS PA3IMYHON CTETMEHW BBIPAKEHHOCTH BBISIBICHBI CPETHUE
(4%) u BeIcOKUE (96%) pucku yrspxenenus HIT.

Caenyet otMeTuTh, 4T0 y 12 (11,8%) nanueHToB ¢ H30BITOYHOM MacCOU Telia Ipu
MOCTYIUICHHH YyCTaHOBJICHBI cpeanue (17%) wum Bbicokue (83%) pucku pa3BUTHS
HEJOCTAaTOYHOCTH THTaHWsS. [lolydeHHBIEe JaHHBIE €IIe pa3  IMOAYCPKHBAIOT
HEOOXOAMMOCTh TPOBEJCHUS HYTPUTHBHOW TOIJIEPKKH C BKIFOYCHHEM B PaIlMOHBI

NanmucHTOB C ACTCKUM L[epe6paJ'IBHBIM mapajiniom cMecen AJIS1 DHTCPAJIbHOT'O ITIMTAHUA.
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4.3 OueHka NMpoLEHTA sKUPOBOIi MacChl MALIMEHTOB

C JC€TCKUM uepeﬁpaanmM nmapajgu4omM ¢ mOMOIIbI0 KAJUIICPOMETPHUHA

B pabore mpencraBisiiio OONBIION HMHTEPEC OIICHWTH COCTAaB Tella y JEeTed ¢
JIETCKAM TepeOpabHBIM MAapaidoM B 3aBUCUMOCTH OT MX HYTPUTHBHOTO CTaTycCa,
JBUTATEIHHOW aKTUBHOCTH M TEHACPHOTO COCTABA.

[Ipu ormeHKe MpOIEHTA >KUPOBOM MACChl Tella C TMOMOIIBID KaJIUIIEPOMETPUH
YCTAQHOBJICHO, UYTO y TIAIIMEHTOB C aJCKBAaTHHIM HYTPUTHUBHBIM  CTaTyCOM
MPEUMYIIECTBEHHO HaOtoanack HopMmaibHas (72%) u uzobITouHas (25%) xupoBast
Macca Tena.

Jlaxe Tipy BBIABIECHHOW HEIOCTATOYHOCTH mnuTaHus y 17% pererl umenach
M30BITOYHAS JKUpOBasi Macca, Yy ocTaibHbIX gAeTed (83%) - HopMasibHas.
BaxxHO OTMETUTH, 4YTO MpU H3OBITOYHONW Macce Tella W OXHUPCHHH Y ITallMeHTOB
OTpPENENSIINCh, KaK U U30BITOUHBIN (67%), Tak 1 HOpMasbHbIH (33%) NPOLEHT KUPOBOM

Maccel — PucyHok 4.3.

83%

67%
33%
17%
0% 0%

AnexBaTHBIM HYTpUTHBHBIA ~ HemocTaToOYHOCTh MUATaHUS M30bprTounHas Macca Tena u
cTaTyc OKHpEHHE

B Huskuit % )KM B Hopmansubsiit % )KM B H36srTounsiit % XXM

Pucynok 4.3 — Pacnipenenenue (B %) malueHToOB ¢ JETCKUM IepeOpaibHBIM HapainuoM
C pPa3JIMYHBIMU TIOKA3aTEISIMUA KUPOBOW MACCHI TeJlla B 3aBUCUMOCTH OT UX
HyTpUTHBHOTO cTatyca (N=102)
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Cnengyer TNOMYEpPKHYTh, YTO JIETH C JETCKUM IlepeOpaibHBIM MapainuoM C
YCTAaHOBJICHHOM YMEPEHHOM H TSKEJIOW HEJOCTAaTOYHOCTBIO NUTAHUSA UMEIIH
HopMalbHbIN (67 1 90% COOTBETCTBEHHO) WM M30BITOYHBIN MPOIEHT KUPOBOM MACCHI

tena (33 u 10% cooTBercTBeHHO) - Tabmmma 4.7.

Tabnuna 4.7 — Yucno manueHToB ¢ IeTCKUM IepeOpaTbHBIM MapaTnioM B 3aBHCUMOCTH
OT TI0Ka3aTesei HyTPUTUBHOTO CTaTyca M MPOIICHTa KUPOBO# Macchl Tena (N=102)

. Hucno Uucno xpereit ¢ paznuudbiM % KM
HyrtputusHslii . = " »
cratyc (1o IMT) nereu HU3KUI HOPMaJTbHBIN M30BITOYHBIN

n % n % n % n %
AnexBatHeii HC 36 | 353 1 3 26 12 9 25
Henocrarounoctsb 54 53 i i 45 83 9 17
MTUTAHUS
nerkast HIT 6 11 - - 4 67 2 33
ymepennast HIT 9 |16,7 - - 6 67 3 33
Tspxenast HIT 39 | 72,3 - - 35 90 4 10
N306bpITOUHAS
Macca Tejia 12 | 11,7 - 4 33 8 67
OKHPEHUE
Bcero 102 | 100 1 1 75 73,5 26 25,5

Hpumeanue -*- I‘OJIY6BIM OBCTOM BBIJCJICHBI CTCIICHN HCJOCTATOYHOCTHU ITUTAHUA

Ananmu3 coctaBa Ttena 102 pereir ¢ JUII B 3aBucHMMOCTH OT T'€HJIEPHOU
MPUHAJIC)KHOCTH yCTAaHOBHJI, YTO HOPMAJbHBI W W30BITOYHBIN MPOIEHT >KHUPOBOM
Macchl Tella MPaKTUYECKU C OJJTUHAKOBOM YaCTOTOM BBISABIISUICS, KaK Y MAJIbUMKOB, TaK U
y aeBouek (74,1 u 72,7%). Huzkuii npouent JKM Tena oTMedeH TOJbKO Y 1 J1€BOUYKHU.
CTraTUCTUYECKHU 3HAYNMBIX PA3JIMYUI B 3aBUCUMOCTH OT TPOLIEHTA )KUPOBOM MAaCChI T€Na

MEXTy U3y4aeMbIMH IPyIIaMH yCTaHOBIIEHO He Ob110 — Tabnua 4.8,

Tabnmuma 4.8 - PacnpeneneHne MamWeHTOB C IETCKUM IEepeOPaTbHBIM MapaHdoM C
pa3IMYHBIMHE [TOKA3aTeIIIMHU JKHPOBOW MAacChI TeJIa B 3aBHCUMOCTH OT T1oj1a (N=102)

['pynnel gerei
rpynna I rpynna 2
[Toka3zaTenb (GMFCS 1V-V) (GMFCS I-111) | Bce marueHTBI «
n=53 (52%) n=49 (48%) P
n % n % n %
Manpyuku** 30 57 28 57 58 56,9
HHU3KUU - - - - - - -
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[Tpomomxkenue Tadbauupl 4.8

HOPMAaJIbHBIHN 24 80 19 68 43 74,1 1,0
N30BITOYHBIH 6 20 9 32 15 25,9 1,0
JleBouku™* 23 43 21 34 44 43,1 -
HU3KUU 1 4 - - 1 2,3 0,477
HOPMaJIbHBIN 17 74 15 71 32 12,7 1,0
N30BITOYHBIH 5 22 6 29 11 25 1,0

Ilpumeyanue - * - paznuuusi Mexay rpynnoid 1 u rpynmoit 2; ** - p=0,394

['paduueckoe pacmpeneneHue TNPOIEHTA JETEH HUCCIAEAYEMBIX TPYII C
pPa3IMYHBIMUA TIOKa3aTEIsIMH KUPOBOM MacChl Tela B 3aBHCUMOCTH OT TSXKECTH

JIBUTaTENIbHBIX paccTporcTB (Pucynok 4.4).

771%

69%
31%
21%
2%
|

Huzkuii % KM Hopmaashbliii % KM U30bITOuHbIH % KM

B ['pynna 1 ®E['pynna 2

Pucynok 4.4 - Pacnpenenenue (B %) aeteit 1ByX UCCIEAYyEMbIX TPYII C pa3IMYHbBIMU
MTOKAa3aTeJISIMH )KUPOBOW MACCHI TEJa B 3aBUCUMOCTH OT TSDKECTH JIBUTATEITHHBIX
paccrpoiicts (N=102)

Hannsie Pucynka 4.4 cBUIIETEIBCTBYET O TOM, YTO 3HAYMMBIX PA3IUYUN MEKITY
HOPMAaJILHBIM TIPOIEHTOM >KMPOBOM MaccChl Tella y JETeH B 3aBUCUMOCTH OT TSKECTH
JIBUTATENBbHBIX paccTpoiicTB (rpynma 1 u rpynma 2) monydeHo He Obuio. OgHako, B
rpyImrme 2 0TMEUYaeTcs BhIIIE MPOILEHT N30bITOYHOM )XKUPOBOM MACChl Tea, B OTIUYHH OT

nerert rpymmsl 1 (31% vs 21%).
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Takum o6pa3om, anTpornomerpudeckuii nokazareiab UMT/Bo3pacTt He oTpakaer

CTCIICHb HAPYHICHHA HYTPHUTHUBHOI'O CTAaTyCa M HC MOXKCET CIYXKHNTb CIWMHCTBCHHBLIM

KpUTEpUEM [UI1 OLEHKH HeIoCcTaTo4HOCTH nurtanus y gered ¢ JUII, umerommx

HapYIIEHHBIN COCTaB TeJa 3a CYeT aTpodUu U TUIIOTPOPUHN MBIIIIII.

4.4 OueHka cocTaBa TeJla NAUMEHTOB € JeTCKUM LepedpabHbIM NAPAJIN4OM

METOJA0M OHMOMMIIEJAHCHOI'0 aHAJIHN3Aa

28 nmarenTam ¢ JJLII crapuie 5 et npu NoCcTyIUIeHUH B OTAEIEHHE ObLT IPOBEIEH

OMOMMIIETAaHCHBIN aHAJIN3 COCTaBa Tena, u3 Hux 13 (46%) aetsam rpynnsl 1 u 15 (54%) -

rpynnsl 2. OCHOBHbIE TIOKa3aTeau OMOMMIIEJaHCHOTO aHaJlM3a OUEHUBAJIM C MOMOILbIO

Z-scores (>kupoBasi Macca, aKkTUBHAs KJIETOYHAs Macca, JI0Js aKTUBHOW KJIETOYHOMU

MaccChl U CKeJIeTHO-MbIIeuHas Macca) (Tabmura 4.9).

Tabmuma 4.9 — OcHOBHBIE MOKa3aTeM OMOUMIIETAHCOMETPUHN Y MAIMEHTOB C JETCKUM
1epeOpambHBIM TApATMIOM B 3aBUCHUMOCTH OT TSDKECTH JABUTATEIBHBIX HApPYIICHUI

(n=28)
I'pynmsr neren ¢ AL
rpymmna 1 rpymnma 2
[Tokazarenu BUA (GMFCS IV- | (GMECS I- BCE 0*
(Z-scores) V) ) HAI[UCHTBI
(n=13) (n=15) | ("=28)

YKUpOBas Macca 14,5+6,7 15,1+6,9 14,9+6,9 0,09
aKTHUBHAA KJI€TOYHAs Macca 11,5+3,2 14,4458 13,8+6,1 0,22
A0 AKTHBHOM KJICTORHOH 41,8+6,4 48,746 51,746,2 | 0,06
MAacCCBI

FOJI CRETETHOMBIIEHHON 45+1,5 46,9+2,3 | 46,1113 | 0.1
MAaCCBI

TOI[as Macca 35,2+1.5 36,2+0,5 35,9+0,7 0,1

Ilpumeuanue - * - paznuuus MeXIy Tpynmnoi 1 u rpynmnoi 2

[Ipu aHanm3e MOJyYEHHBIX JAaHHBIX YCTAHOBJICHO, YTO Cpe/IHUE Z-SCOreS aKTUBHOM

KJI€TOYHOM MAacCChl, JOJM aKTUBHOM KJIETOYHOM MACChl, JOJU CKEJICTHO-MBIIICYHOU M

TOLIEN Macchl B rpynine 2 BhIIIE (CTATUCTUYECKH 3HAUYMMBIX PA3JIMYUi HE TOJIYYEHO).

B paGote Oblmm oOICHEHBI TMOKa3aTeNM COCTaBa Tela ¢ ydeToMm Z-SCOre

NMT/Bo3pact (cpemHeBo3pacTHble mokasarenu oT -1 mo +1). CpemHee mpoleHTHOE
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conepxkanue xKupoBor maccel y aeteit ¢ UMT < -1 SD 6su1o 3naunmo (p=0,003) Hike,

a MPOIIEHT CKEJIETHO-MBIIIEUYHON Macchl Bhlme, yeMm y nereir ¢ UMT> -1 SD (Tabnuna

4.10).

Tabmuma 4.10 - Ilokazarenn OMOMMIIENaHCOMETPUH B 3aBHUCHUMOCTH OT Z-SCOre
HMIMT/Bo3pact y MalMeHToRB ¢ JCTCKUM IiepeOpabHbIM mapaandom (N=28)

Mokasateu Z-score UMT/Bo3pact 0
<-1 >-1

JKHpoBas macca, % 19,8+6,3 25,4+6,7 0,003

J0JI (?KTHBHOI‘/JI KJIETOUYHOM 4311475 50,7645 4 0,19

Macchl, %

CKEJIETHO-MBIIIIeyHas macca, % 499499 44 2+11 0,06

Pacnpenenenne mokasarenel 1o pe3ysibTaraM  OUOUMIIEAAHCOMETPUU Y
MAIMEHTOB C JIETCKUM IiepeOpaabHbIM MapauyoM TPYIIibl 1 U rpymnmsl 2 NpeCTaBICHO

Ha Pucynkax 4.5 u 4.6.

JKApOBas Macca TOIIasI Macca aKTHUBHAS KJIETOUHAS noinst AKM
Mmacca (AKM)

B ygopma M Bpimie HopMbl M gedunUT

Pucynok 4.5 - Pacnpenenenue (B %) nokasarenei Z-scores Mo pe3yabraram
OMOMMIIEJAHCHOTO aHAJIN3a Y MALIMEHTOB C JETCKUM LIepeOpabHBIM MapanioM
rpynmnsl 1 (N=13)

JHannsie Pucynka 4.5 yka3bIBaeT Ha TO, 4TO B rpynine 1:
- TIOKa3aTesb >KUPOBOM Macchl y OompmuHcTBa (9/70%) mamueHTOB OBLT B Mpeaenax

HOPMBL, ¥ 2 (15%) GonbHBIX OTMeuancs ee HeaocTaTok Uy 2 (15%) - u30bITOK;
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- e(UIUT TOIIECH MacChl BhIsIBICH y OonbpImMHCTBA (8/62%) 6onbHbIX, Y 5 (38%) nereit
3HAUEHUS HAXOJWIUCh B TMpeJenax CPeIHMX BO3PACTHBIX mokazareneil. OOpaimaer Ha
ce0s1 BHUMaHHE TOT (aKT, YTO y TIOJIOBUHBI OOJIBHBIX C HU3KUM YPOBHEM TOIIEH MacCh
tena (-1,24+0,1, mua=-1,86, makc=-1,1) uMeJI MECTO HOPMAJILHBIH TTOKA3aTEb KUPOBOU
Maccol (£1);
- aKTUBHAas KjeTouHas Macca y 6 (46%) nanueHToB HaXOAWIach B Mpejiesiax HOPMBI, a Y
oosiee mosioBUHBI (7/54%) nereld OH ObUT CHMXKEH, YTO BO3MOXKHO CBUJIETEIILCTBYET O
neduIuTe MBIIIIEYHOM Macce;
- IOKa3aTesb 10U aKTUBHOM KJIETOUHOW MacChl HAXOIUJICA B Ipeenax HopMbl y 5 (38%)
1 ObL1 cHIKEH y 8 (62%) OOJNBHBIX, YTO OBUIO CBSA3aHO CO CHMIKEHHOW JBUTATEIHHOU
aKTUBHOCTHIO manueHToB ¢ JLII1.

VY manuentos ¢ JAUII rpynmet 2 ycranoBneno (Pucynok 4.6), 4ro:
- TIOKa3aTesb )KUPOBOU Macchl Tena B OombimHcTBe (10/67%) ciiyyaeB ObUT B Iipeaenax
HOpMBI; Y 5 (33%) manueHToB ObLT BhIIIIE HOPMBI, Ae(PHUIINTAa OTMEUEHO HE OBLIO;
- IOKa3aTelb TOIICH MacChl B Ipeieiax HopMbl Haxoauics y 7 (49%), a HemocTatok y 8
(51%) nerei;
- aKTHMBHAs KJIETOYHAs Macca B Mpejiesiax HOpMaIbHbIX 3HAUeHHM Obl1a y OOJBIIMHCTBA
naiueHToB (60%), B 40% ciy4yaeB BBISBIIEH €€ TEPUITUT;

- 107151 aKTUBHOM KJIETOYHOM Macchl y 8 (59%) 001bHBIX HAXOAUIIACH B Mpe/ieiiaX HOPMBI,

a'y 41% nereii Hike pedepeHCHBIX 3HAUYCHUH.

JKAPOBAsk Macca ToIass Macca aKTHBHAs KJICTOUHAs noinst AKM
Macca (AKM)

B ygopma MBpimie HopMbl M nedunuT

Pucynok 4.6 - Pacnipenenenue (B %) mokasareneii Z-scores 1o pe3yiabraram
OMOMMIIETAHCHOT'O aHAJIM3a y MAllMeHTOB C JETCKUM IIepeOpabHBIM MapalundoM
rpymisl 2 (n=15)
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B Ta6mune 4.11 ykazano, uro y mamueHToB ¢ J{I{II, uMeBmmMX BBIpaKeHHBIC
HapYIIEHUs JIBUTATEIbHON akTUBHOCTH (Tpymnma 1), B OoyblieM MPOIEHTE ClIydacB
oTMeuancs nedUuImT BceX HccleayeMblx mokasareneid BUA: xupoBoi Maccel Tena
(46%), Tomieit Maccol Tena (62%), akTUBHO-KIIETOYHOU Macchl (54%) U 1011 aKTUBHOM
KJIETOYHOM Macchl (62%), 4TO MOKET CBUJIETEICTBOBATh B NIEPBYIO OUEpElb O HU3KOU
JBUTATEIHHOW aKTUBHOCTH, IPUBOSIICH K aTpOPUH U TUIOTPO(GUN MBIIII], BO BTOPYIO
0 Je(pUIMTHOM NUTaHWM, NPEUMYIIECTBEHHO HEAOCTaTKe OEIKOBOI0 KOMIIOHEHTA

parmoHa.

Tabnmuna 4.11 - Pacnpenenenune nauueHToB (B %) B 3aBUCHUMOCTH OT YpPOBHS
JBUTATEIPHOW aKTUBHOCTM H  COCTaBa Teja C  HCIOJIB30BaHHEM  METO/a
OMOMMIIE TAHCOMETPUHN

['pymmel gereii (N=28)
Hoxasarein rpynna 1 (n=13), % rpynmna 2 (n=15), %
HOpMa 54 67
Kuposas macca AchuuT 46 20
BBIIIIE
- 13
HOPMBI
HOpMa 38 49
Tomas macca AchuuuT 62 >1
BBIIIIE ] i
HOPMBI
HOpMa 46 60
AKTUBHAasA neduImuT 54 40
KJIETOYHAs Macca BBIIIIE ] i
HOPMBI
J1oJ1s1 aKTUBHOMN ropna 38 >3
. neduIuT 62 41
KJICTOYHOU
BBIIIIC
MacChI -
HOPMBI

B paGore mnpencraBisan OOJIBIION HHTEpPEC CPaBHUTh HH(POPMATUBHOCTH U
BO3MOXHOCTh  B3aUMO3aMEHAEMOCTH JIByX METOJ0B (OMOMMIEIAaHCOMETPUS U
KJIUTIEPOMETPHsI) B OIIEHKE MPOIEHTA >KUPOBOU Macchl Tea. [IpoBeieH cpaBHUTEIIbHBIM
aHaJIN3 MPOLICHTA )KUPOBOM MACCHI TeJla y 28 MalueHTOB cTapiie S JieT.

IIpn oueHKe CpaBHUBAEMBIX METOJOB IIOJy4Y€HAa YMEpPEHHas IOJIOKUTEIIbHAs

3HauuMas npsMas koppessius r=0,565 (p=0,002) — Pucynok 4.7.
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R=0,56
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% >xupoBoii Maccel (BUA) (%)
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20,0 250 30,0 35,0 40,0
% >XKMpOBO# Maccel (paccunTanHbii) (%)

Pucynok 4.7 - I'paduk perpecCHOHHOM (PyHKIIMHM ITPOIICHTA KHUPOBOM MacCCHI,
PacCUYUTaHHOM METOJIOM KaJIMIIEPOMETPUN U OMOUMIIEITAHCOMETPUU

OTMmedeHo, 4TO y JEeTeH KakK C aJIcKBaTHBIM HYTPUTHBHBIM CTaTyCOM, TaK U C
YMEPEHHOM WM TSKEJIOW HEAOCTATOYHOCTHIO MHUTAHUSI TPOILEHT >KUPOBOM MACCHI,
YCTAHOBJICHHBIM C MOMOIIbI0 METOJIOB KAJIMIIEPOMETPUU U OUOUMIIETaHCOMTEPHUH, ObLIT
MPEUMYIIECTBEHHO HOPMaJIbHBIM WJIM HW30BITOYHBIM, 4YTO TIO3BOJISIET CYHUTATh UX
B3auMoO3aMeHsieMbIMH — TaOiuma 4.12.

Takum 00pa3oM yCTaHOBJIEHO, YTO OIEHKA aHTPOIMOMETPUUECKUX MOKazaTenei y
nanuentoB ¢ [LII npencrapisier onpeneneHHbie Cl0kHOCTUA. COrinacHO pe3yJibTaraM
HAIIEr0 HWCCIIEOBAaHMs, HCHOJb30BaHue wuHAckca WMMT/Bospact B  KadecTBe
€MHCTBEHHOTO MapKepa OILICHKM HYTPUTHBHOTO cTaryca il OOBEKTUBHOMU
NTUArHOCTUKU HapylieHud nuranus y gered ¢ LIl v BbISIBIICHUS HYXIAKOIIHUXCS B
JIMETOJIOTMYECKOM BMENIATEJILCTBE, HEJIOCTATOYHO.

JInd alekBaTHOTO aHAJIM3a MUILEBOr0 CTAaTyCca U COCTABIICHUS] WHIAWBUY UTbHOU
MIPOTrpaMMbl KOPPEKIIMH TUTaHUS HE0OXOIUMO 00s3aTelIbHO HCIIOJIb30BaTh OICHKY
cocraBa Teja (KaJUIEPOMETPUIO WM OHOMMIICAAHCOMETPHIO) M BHEAPUTH JAHHBIC

METO/IbI B IIJIaH OOCJIEOBAHUS JIETEH C JETCKUM I1epeOpaTbHBIM apanioM.
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Tabnuna 4.12 — [IporeHT xxupoBoit maccel Tena y aetet ¢ LI, ycranoBIeHHBIN METO10M OMOMMITETAaHCHOTO aHAN3a U C
nomoIibio Gpopmyisl Gurka, B 3aBUCUMOCTH OT HYyTPUTUBHOTO CTaTyca

[IporieHT kupoBOt Macchl Tena (N=28)
. pacCUYMTaHHBINA 1O hopMysIam 1o gaHHbiM b1A
HyrputuHbiit » » » " p
. HOPMAJIbHBIHN | U30BITOUHBIH . HOPMAJIbHBIN | M30BITOYHBIN
craryc (mo UMT) | um3kwmii (1) HU3KUM (4)
(2) 3) 5) (6)
n % n % n % n % n % n %

AnexBaTHBIN p1-4=0,157

HYTPUTHUBHBIN - - 6 21 2 7 - - 5 18 3 11 p2-5=0,480

craryc (n=8) p36=0,102
1-4=0,046

Henoctarounocts |y |y | 43 | 46 | 2 | 7 | 2 | 7| 12 | 43 2 7| peemo0s17

nutanus (N=16) 12620317

JerKkas

HENOCTAaTOYHOCTH - - 3 11 - - - - 2 7 1 4 -

nutanus (n=3)

yMepeHHas

HEJI0OCTaTOYHOCTh - - 4 14 1 4 - - 4 14 1 4 -

nuta"us (n=5)

TSDKETas

HEJIOCTaTOYHOCTh 1 4 6 21 1 4 2 7 6 21 - -

nutanus (n=)8

N36pITOUHAS p1-4=0,083

Macca Tejaa u - - 2 7 2 7 - - 2 7 2 7 p25=0,180

oxupenue (N=4) p36=0,317

Bcero 1 4 21 75 6 21 2 7 19 68 7 25

HpuMeltaHue -*- FOHY6BIM OBCTOM BBIACJICHBI CTCIICHU HCJOCTATOYHOCTH IMUTAaHUA




Knunuueckuit npumep Nel. [layuenm A, 12 nem (Pucynok 4.8), nabnooancs 6
omoeneHuu NCUxoHesponocuu u ncuxocomamuyeckou namonocuu PIAY «HMUIL]
300p0o6bs demeily Munzopasa Poccuu ¢ ouacnozom «/lemckuii yepebpaivHulil napaiud,
cnacmuydecxkuti mempanapes. GMFCS V. bymwbapusiii cunopom. Cmpykmypuas
Goxanvuas snunencus. Cnacmuueckuii npagoCmMopoHHULL 2pyOOonoscHUYHbIU ckoauos 1V
cmeneHu, O0eKOMNEeHCUPOBAHHbIU. XPOHUUeCKUll OpOHXUM (ACNUPAYUOHHO20 2eHe3a).
MHooicecmseennble KORMPAKMYPbL CYCMABOB BEPXHUX U HUNCHUX KOHeuHocmell. Tsicenast
XpoHuueckas — bOenxkoso-snepeemuveckas Hedocmamounocms. CocmosiHue  nocie
ONepamusHo2o JjleueHus Koppueupyrouwen ocmeomomuu 6eopa u mpaHcno3uyuu
BEPMIIYHCHOU BNAOUHDBL, MPOUHOU OCIMEOMOMUU MA3A C 08YX CMOPOH, CeUDAMENbHbIX
KOHMPAKmyp HujicHux Koreurnocmet. CocmosiHue nocie mema@usaprozo nepeioma
J1e801U 6eOpeHHOL KOCmU».

U3 anammuesa uzeecmuo, umo pebeHok om nepeoil bepemeHHoCmu, NpomeKaguiell
Ha ¢hone yeposvl npepwisanusi 6 1 mpumecmpe. Poovl onepamusHnvie Ha 34 nedene
eecmayuu. Macca mena npu pooscoenuu 2112 2, onuna - 45 cm, oyenxa no wxanre APGAR
3/5 6annos. Haxoouncs 6 OPUT ¢ ouacnoszom «Llepebpanvras uwemus. Omex moszea.
Buympuympoonas ungexyus (BIII'+IIMB)». Ha UBJI 2 ousa. C 5 mecayes scuznu y
pebenka ommeuenvl SNUNPUCIYNbl, HAZHAYEeHA NPOMUBOCYOOPONCHAS MePanusl.

Jlanuwvie ocmompa. Obwee cocmosinue cpedHell cmeneHu maxicecmu o OCHOBHOMY
3abonesanuto. Pebenok pe3ko CHUNCEHHO20 NUMAHUSL, NOJIONCEHUE BbIHYIHCOCHHOE.
Kooicnwlii nokpoe 61e0H0-po3086biil, uucmolil, ymepeHHou eraxcrnocmu. IlooxodicHast
Kiemuamka  evlpadicena  ciaoo. Cnuzucmele  00010UKU — HUCHIblE,  PO30GbIE.
Aycxynbmamueno 8 neekux ovixanue sesuxyisipuoe, xpunos wem. L1 19/ munymy, SpO2
98-100%. Obracme cepoya 6uzyanvHo He usmeneHda. AycKyibmamueHo moHwvl cepoya
38yunvle, pummuynsie, Y4CC 88/ munymy. Annemum cHudiceH, uzoUpamenbHblil, NAYUeHm
Cnocoben svipadicams Yy8cmeo 201004 U Hacvlujerus. Kyem neusmenvueHuyro nuuyy,
enomaem (nonepxusaemcst peoko), Nbem U3 HawkKu U C NOMOWbIO MpPYOOUKU.
Kusom me 630ym, msekuil, docmynen 2enybookou nanvnayuu. Ileuenv u cenezenka He

nanvnupyemcs. Cmyn exnceOHe8Hbll, CAMOCMOSMEbHBII.



Pucynok 4.8 — ®ororpadus nanuenta A, 12 ner

Ilpu  nocmynienuu 6 KIUHUKY NposedeHa oyeHka 6e3onacHocmu u
agpghexmusnocmu npunamus nuwu no wxare EDACS: gvisenen IV yposens.

Bec 24 ke, pocm 146 cm. Z-score UMT/eo3pacm — 5,09, Z-score pocm/eospacm -
2,4, umo coomseemcmayem maxjiceo HeOOCMAMmo4HOCIU NUMAHUSL.

Ilo dannvim Kanunepomempuu NOOKONHCHASL CKAAOKA HAO MPUYENncom - 3 Mm
(Z-score = -3,86), kooicno-scuposas cknaoka noo ronamxou — 6 mm (Z-score = -1,33),
m.e. noayyeno Hopmanvhoe (26%) npoyenmmuoe codepoiicanue HCUPOBOU MACCHL Y
nayuenma — Tabauya 4.13.

Ilpu oyenxe cocmasa mena memooom BHA ommeuen nopmanvHulii yposeHb
arcupoeotl maccol mena (Z-score =-1,01), u cuusicenue moweii maccol mena
(Z-score=-4,2) u axmusenou kiemounou maccel (Z-SCOre= -7,9), umo modicem
C8UOemeNbCMB08ams 0 HeOOCMAMoOyHoe NOCMYNAeHUe U/UlU yceoeHuem benka ¢ nuujet

u passumuem 6eiK080-sHepeemuyeckotl heoocmamounocmu (Pucynok 4.9).
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Pucynox 4.9 — Jlamasie BUA (a) u anTpomomeTpudeckue mokazarenu (0) mpu
NOCTYIUIEHNHU NTanueHTa A, 12 et B KIMHUKY

Tabnuua 4.13 — [TokazaTenu kanunepoMeTpun MpU MOCTYIUIEHUH y naruenTa A, 12 ner

[Tokazarenu PesynbTar Z-score
KaJIUTIEPOMETPHUH

KXCT 3 MM -3,86
KXKCJI 6 MM -1,33

IIponieHT )KMPOBOM MACCHI

26% (HOpMaJIbHBII)

Mamv  pebenka 6vinia NPOKOHCYTbMUPOBAHA OUEMONO02OM, PEKOMEHO08AHA

waosawas ouema ¢ UHOUBUOYAILHLIM NOOOOPOM CMENneHU UsMeNbuyeHUs U meKydyecmu

01100, ¢ BKIIOYEHUEM CReYUAIUUPOBAHH020 npodykma-3acycmumens. Ha ¢pone nevenus

u ouemomepanuu (4epe3 6 mecayes) ommeyeHo obne2ueHUue NPoyeccos IOMAaHusl,

nonoMcUmenbHas OUHAMUKA MaAcco-pocmossblx nokasameieil.
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I'JTIABA 5. OCOBEHHOCTH KOCTHOI'O METABOJIM3MA V JETEH
C JIETCKHMM HEPEBPAJIBHBIM ITAPAJINYOM

JIsiss BBISIBIICHUU OCTCOIICHUM W OCTEONOPO30B, KaK MPEIUKTOPOB Pa3BHUTHS
MIEPEIIOMOB Y JICTEH C ACTCKUM IIepeOpaTbHBIM ITapaIMdoM, IPOBEIeHA OIIEHKAa MapKEPOB
KocTHOro merabonmm3ma y 32 mammentoB ¢ JIUIT (u3 Hux 18 gereit - rpynmel 1 u 14
00bHBIX — TpymIibl 2). [TarueHTsl OBITM COMOCTABMMBI IO BO3PACTy W TCHACPHOMY

COCTaBy, OOJILIIUHCTBO U3 HUX (59%) ObLIU A€TU B BO3pacTe OT 2 70 5 JeT

(Tabmuua 5.1).

Tabmuua 5.1 - KimmHuueckas xapakTepUCTHKa MNAlUMEHTOB € JETCKUM ILepeOpalbHbIM
napajuyoM B 3aBHCHUMOCTH OT YpPOBHSI JABUTaTEIbHBIX PACCTPOMCTB, Yy KOTOPBIX
IIPOBOIMJIACH OLIEHKAa KOCTHOrO MeTaboau3mMa (N=32)

I'pynnel gerei
rpymma 1 rpymnma 2 BCE
[Tokazatenpb (GMFCS IV-V) | (GMFCS I-I11) |  marmueHTs p*
n=18 (56%) n=14 (44%) n=32
n % n % n %
Manpuuku 10 56 8 o5/ 15 47 0.476
JleBouku 8 44 6 43 17 53 ’
Bospact, rojsr 5,5[4,2; 9] 5,8 [3,2; 6,8] 5,0[3,2;9] 0.4
Me [Q1; Q3] min; max 2; 15 2;13 2; 15 ’
2-5 net (n, %) 11 61 9 64 19 59 0.087
>5 net (n, %) 7 39 5 36 13 41 ’
CrpykrypHas
SIUIETICUS 10 55 1 7 11 34 0,005
(n, %)
IIpoTuBOCYHOpOKHAS 4 29 1 7 5 16
moHotepanus (N, %) 0.122
IlBa u 60mee 1911 5 33 ] ) 5 19 ’
(n, %)
Hertipo-
opToneauyecKas 16 89 12 86 28 88 0,9
naToJjiorus (n, %)

Ipumeyanue - * - paznuuusi MexAy rpynnoud 1 u rpynmoi 2

IIpu wuHTepnpeTaluv TOJIYYEHHBIX JAaHHBIX, YUYMTHIBAJIACh COIYTCTBYIOIIAs
narojorus manueHToB. Ecnmu B o0miedl rpyrmme d9acTtoTa CTPYKTYPHOM SIUIIETICHH

coctraBmia 34% (11 marueHToB), TO y JeTelt rpynmbl 1 oHa BeTpeyanach 3HAYUTEIbHO
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vare (55%) B cpaBHeHuu ¢ rpymmoit 2 (7%) (p=0,005). B rpynme 1 koMOMHHUPOBaHHYFO
Tepanuio U3 2 ¥ 0ojiee MPOTHBOCYIOPOXKHBIX MpernaparoB moaydanu 6 (55%) nmereit
(mpemapaThl BaTbIIPOCBOM KHUCIOTHI M KapOama3enuH), B TpyIe 2 KOMOMHUPOBAHHAS
Tepanus He UCIO0JIb30BAIACH.
bonpmmaCcTBO (88%) nereit oOmiel TPyIMIbl WMEIH HEUPOOPTONEIUIECKYIO
MATOJIOTHIO, CTAaTHYECKH 3HAYMMOM pa3HUIBl B YacTOTE €€ BCTPEYAEMOCTU MEXIY
M3Y4aeMbIMH IPYNIIAMH MOJYyYEHO HE OBbLIO.
AHTpONIOMETPUYECKHUE TOKa3aTelu JeTell mnpeicTaBieHbl B Tabmume 5.2.
OOpaiaet Ha ceOs1 BHMMaHUe noka3aTenb UM T/Bo3pact, KOTOPBIN y MalMEHTOB IPYMIIbI

1 6611 cTaructudecku 3HaunMo (P=0,038) Hmxke, yem B rpyrre 2 (COOTBETCTBEHHO -2,27

u -0,69).

Tabnuua 5.2 - AHTponoMeTpUUYECKUE NapaMeTphl MALIMEHTOB C JETCKUM LiepeOpaibHbIM
napajqnyoM B 3aBUCHMOCTH OT JIBUTATENbHBIX HapymeHui (N=32)

['pynnel gerei
rpynma 1 rpymnrma 2 BCE
Hoxasarex GMII):yCS V-V Gl\/ﬁ) IZCS -1l | nmammenTs p*
n=18 (56%) n=14 (44%) n=32

Macca Tena/Bo3pact -1,62+2,04; | 091+1,60; |-1,31+1,87, 0.288
M £ SD; 95% 1N -2,64--061 | -1,83-0,02 |-1,98--0,64 ’
JlnuHa Tena/Bo3pact -1,24 +1,47; -0,36 £1,26; | -0,85+1,43; 0.085
M + SD; 95% JIU -1,97--050 | -1,09-0,37 |-1,37--0,34 ’
NUMT/Bo3pact -227+217; | -069+1,86; |-1,58=+2,16; 0.038
M + SD; 95% JAN -3,35--1,19 | -1,76 -0,39 | -2,36 —-0,80 ’

Ipumeuanue - * - paznuuusi MexAy Tpynnoi | u rpymnmoit 2

Hamm mnpoananmm3upoBaHbl J1a0OpaTOpPHBIE IIOKA3aTENId, XapaKTEPHU3YIOIIHE
COCTOSTHHE KOCTHOT'O MaTpHKca JeTeH, Takhe Kak IesnodHas ¢ocdarasa, KaablHi,

dbocdop, naparropmon, Buramud D, octeokansiimn u B-CrossLaps - Tabmuma 5.3.
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Tabmuna 5.3 — Cpeanue nmokasarenn KOCTHOIO METabOJIM3Ma y MAlMEHTOB C AETCKUM
1epeOpaIbHBIM MAapaJTMUYOM B 3aBUCUMOCTH OT JIBUTATEIbHBIX paccTpoiicTB (N=32)

['pynmsl nerei
[Toka3arens I'pynmna 1 I'pynna 2 p*
(GMFCS 1V-V), n=18 (GMFCS I-111), n=14
OOl Kkatu 2,35+ 0,15; 2,36+ 0,10; 075
M + SD: 95% JTH 2,27 2,42 2,30 -2,42
dochop, MMOJTB/TT 1,60 £ 0,14; 1,63 +£0,13; 0.454
M = SD; 95% U 1,53 -1,67 1,56 -1,71 ’
[Ilenounas ) )
docdaraza, En/n %352 :_L 14?7 %Zg :_L f3-4 0,351
M £ SD; 95% U
Buramun D, Hr/Mmin
T 30,50 (21,88 —51,75) 30,07 (22,52 — 39,00)
Me [Q1;Q3] min; 11:70 18:66 0,849
max
IITT, ror/mo
g - 27,8 (18,0 — 40,0) 30,1 (19,8 - 40,3)
Me [Q1;Q3] min; 1471 11:94 5 0,608
max
Ocreokanbuus, 77,26 + 21,62; 81,76 + 21,98;
Hr/MT 65,29 — 89,23 68479504 | %
M £ SD; 95% JI1 ’ ’ ’ ’
B-CrossLaps, ar/mn 1,65+ 0,43; 1,31 +0,25; 0.274
M + SD; 95% JI1 1,50 - 1,90 1,25-1,46 ’
llpumeuanue - * - paznuuusi Mexay rpynmnoi 1 u rpynmoit 2

VYCcTaHOBIEHO, YTO CpeIHUME KOHLEHTPAllMM H3yYEHHBIX IIOKa3aTesei
CTaTHUCTUYECKU 3HAUYMMO HE Pa3InyaliuCh MEXIYy TpyHIaMH U HaXOJWINCh B Mpeaenax
pedepeHCHBIX 3HAYCHMI, KpOME TIOKa3aTeliss Mapkep pe3opOimu kocrei B-CrossLaps.

[IpoBenena oueHka moka3aTeiaedl KOCTHOrO MeTadonu3Ma y JeTed ¢ AETCKUM

epeOpaIbHbIM MapaJIuvdoM B CpaBHEHUU ¢ pedepeHcHbIMU 3HaueHus MU (Tabnuua 5.4).

Tabmuua 5.4 — Iloka3zarenu KOCTHOrO MeTabojgu3Ma y NAlUUMEHTOB C JETCKUM
1epeOpaIbHBIM [TAPAIMYOM B CPABHCHHH C PeePEeHCHBIME 3HaUYeHUAMU (N=32)
rpynna I rpynna 2
Hoxasaron (GMFCS IV- | (GMFCS I- Bee g]af?flze)m“
V), n=18 [11), n=14
n % n % n %
T — HOpMa 15 83 14 100 29 91
’ | CHHUXEH 3 17 - - 3 9
MMOJIb/JT
TTOBBINICH - - - - - -
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[Tpomomxkenue Tabauubl 5.4

Docdop, HOpMa 18 100 14 100 - 100
MMOJIb/JI CHIDKCH - - - - - -
MIOBBIIIIEH - - - - - -

[lenounas HOpMa 18 100 14 100 32 100
docdaraza, En/n CHDRCH - - - - - -
[IOBBIIIIEH - - - - - -

Burranuii D HOpMa 14 78 3 21 17 53
V. ’ CHIDKEH 4 22 11 79 15 47
MIOBBIIIEH - - - - - -

HOpMa 18 100 12 86 30 94
IITT, /M CHUKCH - - 1 7 1 3
MOBBIIIEH - - 1 7 1 3

HOpMa 15 83 14 100 29 91
OC/TGOKEUH’HHH’ CHIDKEH 3 17 - - 3 9
HIMI MOBBIIIIEH - - - - - -
HOpMa 4 22 6 43 10 31
}BI ;?h;iSSLapS’ CHIKEH 1 6 - - 1 3
MOBBIIIEH 13 12 8 57 21 66

VYcraHoBieHO, 4YTO YpOBHU IIeoyHOM Qocdarasel, kanbius U ¢dochopa y
oonpmmHcTBa Aeteil (88-100% ciydaeB), He3aBUCUMO OT (OPMBI JBUTATEIbHBIX
paccTpoOICTB, HAXOIWINCH B TIPEIeiaxX CPeTHEBO3PACTHBIX 3HAUYCHUI.

OcoObIii WHTEpec mpeacTaBisul Mapkep pesopbuum kocterd [-CrossLaps,
KOHLIEHTpalusi KOTOPOro y OoJbIIMHCTBA manueHToB (66%) Obuta moBbilieHA. Y
OO0JBHBIX TpyNIbI 1 yallie oTMeuanoch MOBBIIIEHUE YPOBHS YKAa3aHHOTO MTOKA3aTelsl, YeM
y nereit rpymmnsl 2 (72% wu 57%, COOTBETCTBEHHO), YTO CBS3aHO C BBICOKOMU
MPEAPACIIONOKEHHOCTHIO MAIIMEHTOB C TSHKEIBIMU JABUTATEIBHBIMUA PACCTPOUCTBAMH K
OCTEONOpPO3y, TaK KaK y HUX UMEIOT MECTO BbIpaK€HHAsl FMIOJWHAMUS, MOCTOSHHBIN
MpUeM TPOTUBOCYAOPOKHON TEpanuu U pa3iMyHas CTeNeHb OEKOBO-IHEPTreTHUYECKOU

HenocTtaroyHocTH (PucyHnok 5.1).
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72%
57%

43%
® HOpMa

B CHU)XCH
22%

B [TOBBINICH

6%
]

rpynna 1 rpymnmna 2

Pucynok 5.1 — Ilokazarens B-CrossLaps y marueHToB ¢ IeTCKUM IiepedpaibHbIM
napajuvyoM B 3aBUCHMOCTH OT YPOBHS JBUTaTeNbHBIX HapyireHui (P<0,05)

Hamy monydena cTaTWdecKd 3HAYUMash 3aMETHAsl MpsSMas KOPPEISAIUS MEXTY
YPOBHEM JIBUTATEIbHBIX HapylieHud u nokazarenem [-CrossLaps (r=0,596, p <0,05),

YTO CBUJETEIBCTBYET 00 aKTUBAIMU MPOIECCOB OCTEOPE30pOIMU Ha (DOHE TSHKEIOro

TEUEHHUsI IETCKOro 1epedpaipHoro napanuya (Pucynok 5.2).

I- 1 B-CrossLaps

05 1,0 1,5 20

Pucynok 5.2 - I'paguk perpeccnoHHOM QyHKIMHU, XapaKTePU3YyIOIINI 3aBUCUMOCTb

koH1eHTparuu B-CrossLaps oT ypoBHsI HapyIIeHHI IBUTaTEIbLHBIX PACCTPONUCTB
(GMFCS I-V)
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[Ipu orieHKe KOHIIEHTpAIMK MapKEPOB KOCTHOTO MeTabOIM3Ma y MAI[UEHTOB CO
CTPYKTYPHOM SIHUJIENICUEH, TMOJY4YaBIIMX MPOTUBOCYJIOPOXKHBIE IpenapaThl BcCe
M3y4yaeMbl€ MOKAa3aTel 3HAaYUMO HE OTJIMYAIUCh OT TAKOBBIX y JETEH, HE MMEBIIHMX

naHHyto narojoruto (Tabmuma 5.5).

Tabmuma 5.5 - IlokazaTenw KOCTHOTO MeTaboiWM3Ma Yy TMAIMEHTOB C JICTCKUM

1epeOpabHBIM MApAIMYOM B 3aBUCHMOCTH OT HAIWYHS WM OTCYTCTBHS CTPYKTYPHOM
snmencun (N=32)

['pynmier geren ¢ AT
IToxa3arens C DIMJICTICUEH 0e3 PIuIencun p*
n=11 n=21
OO KaabIluii, MMOJIb/JI 2,40+ 0,12; 2,33+0,13; 0.146
M £ SD; 95% JI1 2,32 -2,48 2,27 - 2,39 ’
dochop, MMOITB/1T 1,62 £ 0,16; 1,61+0,12; 0.894
M + SD; 95% A1 151-1,73 1,56 - 1,67 ’
[llenounas pocdaraza, En/n 155 + 37; 166 + 45; 0.519
M £ SD; 95% JI1 131 -180 145 — 186 ’
Buramun D, Hr/ma 39,00 [25,50; 61,50] | 28,15 [21,50; 37,00] 0.241
Me [Q1;Q3] min; max 11,00; 70,00 15,00; 70,00 ’
IITT, rr/min 37,0 [17,6; 47,5] 29,5 [20,0; 37,0] 0706
Me [Q1;Q3] min; max 12,8; 71,0 11,0; 94,5 '
OcTeoKalnbIUH, HI/MII 75,47 + 23,31; 81,19 + 21,00; 0.522
M + SD; 95% A1 57,55 -93,39 71,07 -91,31 ’
B-CrossLaps, ar/mn 1,33 +0,48; 1,61+ 0,27, 0071
M + SD; 95% JAU 0,93-1,73 1,47 -1,74 ’
Ilpumeuanue - * - paznuuust MeXIy Tpynmnoi 1 u rpynmoit 2

AHanu3 o6ecrieueHHOCTH BUTaMuHOM D mpoBefieHHbIN y 32 MaiueHToB MmoKasall,
YTO MOJOBUHA U3 HUX UMEJIa ero afieKBaTHbIN cTatyc (6omee 30 Hr/mn), y 34% nanueHToB
ObLia BbIsiBIIEHa HepocTaTOuHOCTh (20-30 Hr/min) u y 16% O0NbHBIX — 3HAYUTENbHBIN
nedunut (<20 ur/mi). Bmecte ¢ TeM, cTaTUYECKd 3HAYMMOM pa3HUIBI B KOHIICHTPALIUU
25(0OH)D y neteii B 3aBUCMMOCTH OT TSDKECTH JIBUTATEIbHBIX HAPYIICHUI OTMEYEHO HE
ob110. [lomyueHHbIe pe3yNbTaThl, BEPOSITHO, CBA3aHBI C TEM, 4TO 44% manueHToB 00enx
TPYII MOTyYaliy carieMeHTaluio Butamuta D mpenaparamu xonekansiindepona u BAJ|

B cpeaHeit cyrounoi qo3uposke 500-1000 ME/cyt - Tabnuna 5.6.
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Tabnuna 5.6 - Ob6ecnie4eHHOCT, BUTAMUHOM D TMallMEeHTOB C JAETCKUM IiepeOpaibHbIM
napajuvyoM B 3aBUCHMOCTH OT TSDKECTH JIBUTaTCIIbHBIX HapylieHuit (N=32)

['pynnel gereit

K rpymna 1 rpymna 2 BCE ITaIllMEHTHI
OHLCHTpal1A (GMFCS IV-V), | (GMFCS I-11I), . p*

putamuta D n=18 n=14 n=32

n % n % n %
HOpMaJIbHas
(30-100 sr/v0n) 9 50 7 50 16 50
HEJIOCTATOYHOCTD
(20-30 1r/vn) 5 28 6 43 11 34 0,435
neduruT
(<20 sr/wn) 4 22 1 7 5 16
oJTyvajn
calUIEMEHTALUIO 8 44 6 43 14 44 0,718
BUTaMHHOM D

Ilpumeuanue - * - paznuuus Mexay rpynmnoi 1 u rpynmou 2

ITpu

AHaJIN3¢C

00eCTICYeHHOCTH

BuTamMuHoM D

B 3aBUCHUMOCTHU oT

HAJTNYUs/OTCYTCTBHS CTPYKTYPHOM SIUJICTICHH, HECMOTPsI Ha OOJIBIION MPOIICHT JeTeH

(14/44%), nony4aBiiux carjieMeHTAI|i0 BUTaMuHA D, MpakTHYECKH Yy IOJOBUHBI U3 HUX

nokazarenu 25(OH)D Obun cHwxensl (5/45% nereir ¢ smwitencueir u 11/52% 06e3

snuencun) (Tadmauma 5.7).

Tabnuna 5.7 - Ob6ecnie4eHHOCT, BUTAMUHOM D TallMeHTOB C JAETCKUM IiepeOpaibHbIM
MapajuvyoM B 3aBUCUMOCTH OT HAJIMYUS WK OTCYTCTBHS CTPYKTYpHOM anmencun (N=32)

['pynmel geren

Konnentparus C DIUJIETICUEN 0e3 dIuJIencun *
Butamuua D n=11 n=21 P

n % n %
HOpMaJTbHAS
(30-100 =r/mm) 6 55 10 48
HEJOCTATOYHOCTD
(20-30 ur/mm) 3 27 8 38 0,825
neduruT
(<20 ar/mn) 2 18 3 14
oTyvajiu
caluIEMEHTAIIU IO 5 45 9 43 0,465
BUTAaMHUHOM D

Ilpumeuanue - * - paznuuust MexAy rpynnoi 1 u rpynmoit 2
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Jlyist ompesiesiennss KOCTHOTO BO3pAacTa, 4TO KpaitHe HEOOXOIUMO /i OOJIbHBIX C
JIUII, 32 manmentam Obuta mpoBeaeHa peHTreHorpadus kuctel pyk. [lpu stom, y
OoonpmmHCTBa neteir  (75%) oOTMedanoch OTCTaBaHHWE KOCTHOTO BO3pacra OT
MacIMOPTHOIO, YTO MOHO OOBSICHUTH BBIPAKEHHOW HEIOCTAaTOYHOCTHIO MUTAHUS,

3aJICP)KKOM  pOCTa, IIOJIOBOTO PAa3BUTHS, CHUXCHUEM JBHUTaTEIbHOW AKTUBHOCTH -

Tabmua 5.8.

Tabmuua 5.8 — Uucno npoBeaeHHBIX UCCeN0BaHUN (peHTreHorpadus KUCTeH PyK) U
MOKa3aTeIN KOCTHOTO BO3pacTa y MAIlMEHTOB C JIETCKUM LiepeOpabHBIM HapainuoM B
3aBUCHMOCTH OT TSDKECTH JBUTaTeIbHBIX HapyleHui (N=32)

['pynmbl neren
rpynna 1 rpymmna 2
[pusnak (GMFCS IV- | (GMFCSI- | ¢ “aE;I;HTBL
V), n=18 1), n=14 n=
n % n % n %
KoCTHEIH COOTBETCTBYET 4 22 3 21 7 22
BO3pacT OTCTaeT 14 /8 10 71 24 75
orepexaer - - 1 8 1 3

JleHcuTOMETpHS, MO3BOJIAIONIAS OLICHUTh MHUHEPAIbHYIO IUIOTHOCTH KOCTHOM
TKaHu, Obla BeIoiHeHa 12 6onbubIM ¢ JILIIT cTapmie 5 ner. [lapamiensHoe npoBeieHNEe
JIEHCUTOMETPUU U pEHTTeHOTpaduu KUCTU PYK (N=8) SIBISETCS BAXKHBIM B TUArHOCTUKE
OCTEOIIOpO3a M OCTEOINEHUH, TaK KaK PEHTreHOrpapuyecKkoe HCCIIEeIOBAHUE TaeT

MpeJICTaBICHUE O KOCTHOM Bo3pacTte — Tabmura 5.9.

Tabnuua 5.9 — Iloka3zarenu MuHEpaIbHON MJIOTHOCTH KOCTHOM TKAHU B 3aBUCUMOCTH OT
KOCTHOT'O BO3pacTa

[Tokazarenn MUHEPAIBHON TNIOTHOCTH KOCTHOM
TKaHU
JleHcutTomMeTpus CpeIHEeBO3pacTHAs HOpMa <23D
n % n %

C vyyeTOM KOCTHOI'O BO3pacTta

R P 2 25 6 75
(n=8)
be3s yuyera kKocTHOTO BO3pacra
(= 4; p 3 75 1 25
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YcranoBieHo, 4Tro Oosiee 4eM y ToJIOBUHBI getedt (58%) oTmedanuch HU3KHE
3HAYEHUS MUHEPAIHHOM TUIOTHOCTH KOCTHOM TKaHHW, KOTOPHIE YKa3bIBA€T HA HAJIMYHE
OCTEOIIOpO3a, Yy S5 TNAUMEeHTOB 3HAYEHHE JAHHOIO MHJAEKCA COOTBETCTBOBAJIO
CPEIHEBO3PACTHBIM MTOKA3aTEIISIM.,

Takum oOpa3omM, Hamu ObliIa U3y4Ye€HAa BO3MOKHOCTH HCIIOJIB30BAHHUS MapKEpOB
KOCTHOT'O METa00JM3Ma U IEHCUTOMETPHH JIJIs1 BBISIBJICHHSI OCTEOTIEHUH U OCTEOI0pO3a.
[Mony4yennble BbICOKHME 3HA4eHUs mokasarens [3-CrossLaps Bo3MOXHO paccMaTpuBaTh
KaK MPEAUKTOP UX Pa3BUTHS. Y JIeTEH C TSHKEIBIMH HEBPOJOTUUECKUMH HAPYIICHUSIMH,
KOTOpPbIE HE MMEIOT BO3MOXHOCTH CaMOCTOSITEIbHO MEPEIBUIaThCsl, BHICOKUE YPOBHU
MapkepoB pe3opormu (B-CrossLaps) MoryT ykaspiBaTh Ha KOCTHBIC pa3pyIICHUSI.

Bnepsoie y naumentoB ¢ JILII momyyeHa craTuCTHYECKHM 3HAYyuMas IpsMast
Koppessinus Mexay nokazarenem B-CrossLaps v ypoBHEM BUraTeIbHbIX pacCTPOUCTB,
YTO yKa3bIBa€T HA B3aMMOCBS3b TSHKECTH JBUTATEIIHBHOTO HAPYIICHHUS W KOHIIEHTPAITUU
JAHHOTO TTOKa3aTeJIsl.

Huskuit mokazarens Z-score (MIIKT/cpeaneBo3pactHas HopMma), BBISIBICHHBIN Y
YacTH JIETEH, TAK)KE YKa3bIBAECT HA HAJMYKME OCTEONOPO3a.

Heobxoammo oTMETHTH, YTO ypOBEeHb BUTaMuHa D mpakTuyecku y MOJIOBUHBI
JIeTel OKa3aJCsl CHUIKEHHBIM. 3HAYEHHs JPYrMX MapKepoB KOCTHOTO MeTaboIm3Ma
(xanpruit, docdatel, menoyHas docdarasza, mapaTropMoH) y Mpeodiagaronie yactu
(91%) manueHTOB HAXOAWJIKMCH B mpejeaX pe(epeHTHBIX 3HAUYCHHUH, YTO MOXKET OBbITh
CBS3aHO C CHCTEMATHYECKH MPOBOJMMBIMU PEAOUTUTAIIMOHHBIMA MEPOINPUATUAMHA U
npueMoM ButamuHa D.

Huskas ¢usudeckass akTUBHOCTD, BHICOKHME YPOBHH JBUTATEIHHBIX HApPYIICHHH,
MpUEM MPOTHUBOCYIOPOKHBIX mpernapaToB y aAeteit ¢ JLII seustorcs pakTopamu prcka
HapyIIEeHUs KOCTHOTO METAa00JM3Ma, 9TO MOXKET IPUBOIUTH K PA3BUTHIO OCTEOIICHUH U

OCTEOIIOPO3a U MOATBEPKIACTCS TTepeioMaMy B aHaMHe3e y 38% MalueHTOoB.
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TJIABA 6. OHEHKA IIUTAHUA U OPTAHU3AIIASA HYTPUTUBHOM
MOJAEPKKHW JETEN C JETCKHAM IEPEEPAJIBHBIM ITAPAJIMYOM

OCHOBOI1 COBPEMEHHON TaKTUKH BEAECHUS NALMEHTOB C JIETCKUM LEpeOpabHbIM
NapaJIMuoOM SIBIISIETCS KOMIUIEKCHOE JIEYEHUE - MEJUKAMEHTO3HOE, AUETOJOTHMYECKOE
cornpoBoxaeHne U peadunuranusa. CormacHo pekoMmeHaanusM EBponeiickoro obmiecTsa
JICTCKUX TacCTPOIHTEPOJIOrOB, TemaroysioroB u HyTtpumuosnoroB (ESPGHAN, 2017)
OLICHKA MHILEBOTO CTAaTyCca M Ha3HAY€HWE HYTPUTHUBHOU mnoanepxkku aersm ¢ LI
MPEACTABIISIIOT COOO0M CIOXKHYIO 337]a4y M JOJIKHA BBIMOJIHATHCA MEXAUCIUIUIMHAPHON
KOMAaHA0U CIIEHUAJINCTOB, BKJIFOYAs IICHXOHEBPOJIOTOB, JUETOJIOTOB,

raCTPO3HTEPOJIOTOB, XUPYProB, ICUXO0JIOrOB, NeEAUATPOB [15].

6.1 AHa/1u3 HApYLIEHUI PUeMAa MUIIH Y JAeTel ¢ AeTCKUM

nepedpajbHBIM MAPATUYOM

B Hacrosmei pabote 00b1I0M UHTEPEC MPEeCTaBIsAa OlleHKa MpUeMa MUIIN U
€ro HapyleHuil y OOJBHBIX C JIETCKUM IepeOpaibHbIM HapajindoM. B pesynbraTe
obcnenoBanus 102 geret ycTaHOBIIEHO, UTO y maruenToB rpynmsl 1 (1V-V ypoBens no
cucteme GMFCS) craructuuecku 3naunmo yvamie (p<0,001) BBISBISUIHCH MOKA3aTEINH,
XapaKTepU3yIOIIUe HApYIIEHUs pUeMa MUIIH (JITUTeNIbHOe KopMieHue 6osee 30 MUHYT,
MOJTYKUAKAs U MPOTEepTas KOHCUCTEHIIHS, TIONEpXUBAaHUE, PBOTA, XPUIIbI U Kalllellb BO
BpeMsl KOPMJIEHHS ), UEM y JeTel U3 rpyMMbl 2. Y NaUMEHTOB IPyNIibl 1 Takke 3HAYMMO
(p<0,001) game ormedanach 3aJepkKKa pocTa M HEIOCTATOYHAS MPUOaBKAa MacChl Tea
(58 vs 4%).

OTMeueHo, YTO BCE JIETH TpyIIbl | HyXJaIuch B MOCTOPOHHEH MOMOUIU MPH
KopMiieHnH, y OonbmmHCTBA (39/74%) ManMEeHTOB MPOJIOJDKUTEIBLHOCTh KOPMIICHUS
cocraBmsuia 6onee 30 MuH, B TUTAaHWW MpEeBajJUpoBajia MpoTepTas mumia. boiee
MOJIOBUHBI JIETe MaHHOM TPYMIbI, KaK OCIOXKHEHUs, UMeNu pecnuparopubie (75%) u
KeJTyN0YHO-KUIlleuHble HapymeHus (72%). CUMITOMBI acUpalii MPUCYTCTBOBAIH Y
26% netelt rpynbl 1 1 He ObUIM OTMEYEHBI HU Yy OTHOTO peO€HKa u3 rpymisl 2 (p<0,001)

- TaOmuma 6.1.
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Tabnuna 6.1 - Pacnpenenenue MamyeHTOB C JIETCKUM IEPEOPaTbHBIM MapaindyoM B
3aBUCUMOCTH OT JBUTATCIIbHBIX HapYIICHWH W HaJIW4YWs TOKa3aTelIeH HapylIeHUs
npuema runm (N=102)

I'pynmsr nereit ¢ QLTI
rpynna 1 rpymnmna 2 BCe
IMokasaTenn GMFCS V-V | GMFCS I-111 HALMCHTEL p*
n=53 (52%) | n=49 (48%) ™"
n % n % n | %

3agepxKa pocra u
HeJI0CTaToYHas mprOaBKa
MAacchl Tela (B TeUeHHE
nocieaHux 2-3 mec.)

30 58 2 4 32 31 <0,001

[TpoaomKUTENbHOCTD

39 74 7 14 46 | 45 <0,001
kopmieHus 6omee 30 MuH

Oco0ast KOHCUCTEHINS TULA
(mropupoBaHHas, 49 92 8 16 57 | 56 <0,001
OJieHAMpPOBaHHAs )

Cumnromsl I'OPb
(monepxuBaHue, pBOTA,
OTPBIXKKA, MPOKUIKA KPOBH B
CJTU3H)

38 72 7 14 45 | 44 <0,001

CHUMIITOMBI peCTTMPATOPHBIX
3a00JIeBaHUH (XPUITHI,
Kalejab BO BpeMs
KOPMJICHUS )

40 75 6 12 46 | 45 <0,001

CuMIITOMBI acTIUpaIuu
(kamrenb, OyIbKaroIui
roJI0C, U3MEHEHNE JbIXaHUs,
I[BETa KOXKHU, PACIIUPEHUE
rJ1a3 WIN CIE30TEYCHUE BO
BpEMsi KOPMJICHUS1)

14 26 - - 14 | 14 <0,001

PBoTa/cpriruBanus Bo Bpemsi
KOPMJICHUSA

[TonépxuBaHue KUAKOU
UIIe

30 58 2 4 32 | 31 <0,001

17 32 - - 17 | 17 <0,001

[TocTopoHHSA mOMOIIB TTPH
KOPMJICHUH

53 100 | 38 78 91 | 89 <0,001

Ilpumeuanue - * - paznuuus MeXAy Tpynmnoi 1 u rpymmoi 2

Takum 06pazom, y OOJBHBIX TpymIbl 1 craTucTryecku 3Haunmo vaiie (p<0,001)

BBIABJIAJIMCH BCE paCCMATPHUBACMBIC HAPYIICHH A, CBA3AHHLIC C IPUEMOM IIUIINA.
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[Ipu orieHKe CITOCOOHOCTH MPUHATHUS UMM | kujkoctu 1o mkane EDACS 6bu10
BBISIBJIEHO, YTO M3 BCEX OOCIEAOBAHHBIX MAIUCHTOB, y 24 (23%) mereli oTMEYaInuch
TSDKEJIbIE HApYIIEHHS, COOTBETCTBOBaBIIME [V-V  ypOBHAM, XapaKTEpHU3YIOIIHECS
3HAYUTEITHLHBIMHU OTPAaHUYEHUSIMA O€30TIaCHOCTH MUTAaHUS (0C00ast KOHCUCTEHITUS TTHIIIH,
CUMIITOMBI acCIUpaluy, MOMEePXMBAHUE KUJKOW MUIIEH, PBOTA U TakK jAaiee). Y Jerei
rpynnsl 1, B OTJIWYKME OT MAlMEHTOB TPynmnbl 2, 3TH HAPYIICHUS BbISABICHBI

cratuctuuecku 3HaunmMo 4aiie (p<0,001) (41 u 4%, coorBeTcTBeHHO) — Tabmuma 6.2.

Tabmuua 6.2 - PacnpeneneHue MalMEeHTOB C JETCKUM LEpeOpaJbHbIM MapajiviyoM B
3aBUCUMOCTH OT Kiaccudukaruu mo mkane EDACS (n=102)

['pynmsl nerei
rpynna I rpynna 2 BCE MallUCHTHI -
Hoxasarerm (n=53) (n=49) (n=102) P
n % n % n %
YpoBeHb 110
mkane EDACS
I-111 31 59 47 96 78 77 <0,001
V-V 22 41 2 4 24 23 <0,001
Ilpumeyanue - * - paznuuus Mexay rpynnoi | u rpynnoit 2

Ba)xHO OTMETHUTH, YTO NIPU PACIPEACIICHUH TAUEHTOB n3ydaembIx rpynn ¢ LTI
B 3aBHCHMOCTH OT UX BO3MOXXHOCTH IMpPHUEMA MHILUA U KUIKOCTU YCTAHOBJIEHO, YTO Y
O0onpmmHCTBA (83%) nereld rpynnsl 1, UMEBIIUX TAKEIbIE ABUTaTEIbHBIE PACCTPOICTBA,
craructuyecku 3HaunMo (P<0,001) BeisiBisimuce mpeumytiectseHHo |11-V  ypoBuHu
Hapymennii o mkane EDACS, a y 6onpabix rpynmel 2 — |-l ypoBHH, mpu 3TOM
Hapymenus, cootBercTBytomue 1-V yposusm no mkane EDACS u3 HUX oTMedYeHBI B

eIMHUYHBIX cirydasx (4%) — Pucynok 6.1.
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60% -
51%
50% -
42% p <0,001
40% -
35%

30%
30% -

20% -
15%
11%
10% - o
4

2% ° o

0%
0% - ] -

EDACS | EDACS I EDACS 1lI EDACS IV EDACS V

mrpynnal =rpynna2

Pucynok 6.1 — Pacripeenenue (B %) marueHTOB B 3aBUCUMOCTH OT CIIOCOOHOCTH
OpuHATHS nuim u xuakocta (1-V yposens mo mkaine EDACS)

6.2 OuneHka pauMoOHOB NUTAHMS JeTel ¢ JeTCKUM

nepedpajbHBIM MAPATUYOM

Ananmu3 paunonoB 102 nmanuenTtoB ¢ LIl mokaszan, 4ro mpu MOCTYIJIEHHHU B
KJIMHUKY WX MHUTaHUe ObUIO OJHOOOpAa3HBIM U JACPHUIMTHBIM, KaK MO Kaue€CTBEHHOMY
COCTaBY, TaK U M0 KOJIMYECTBY ChEIAEMOU MHUILIH.

B pesynbraTe aHKeTUpOBaHUS POAMTENIEN YCTAHOBJIEHO, YTO JETH OTAAaBaju
MPEANOYTEHUS MAaKaAPOHHBIMU, KOHAUTEPCKUM U3JI€NINSM, BBITIEUKE, KOTOPbIE 3aHUMAIIH
40% pauroHa. MoJIOYHBIE M KHCJIOMOJIOYHBIE MPOAYKTHI B CTPYKTYypE€ MUTAHUS
coctaBisuia 15%, msicHbie U pbiOHBIC - 12%, oBOIIM U GPYKTHI TOJIBKO 8%, T.€. MHOTHE
U3 TAIMEHTOB MOTPEOJSIM UX B HEJOCTATOYHOM KOJIMYECTBE WJIM OTKA3bIBAJIUCh OT

npuema (Pucynok 6.2, [punoxenue I)
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2% 2%

5%

23% 25%

1 2
o KpYIIbl, MAKapOHHbBIE U3/IENHsI, XJIe0, BbITIEUKa, KapTO(eIb
® KOHJIUTEPCKUE U3MEIIN, caxap

OBOIIHU U (QPYKTHI

® MOJIOKO ¥l MOJIOYHBIC TIPOTYKTHI
L MsCO, pbiOa, stitia
® KUPBI

Pucynok 6.2 - Ctpykrypa nutanus (%) oocienoBannbix aereit ¢ JILIT (1) B cpaBHeHHH
CO CTPYKTYpOH 3I0pOBOTO MUTaHUS, pekoMeHryeMoit BO3 (2)

[Ipn cpaBHEHHHM TIOJYYEHHBIX JIAHHBIX C PEKOMEHAYEMBIMH CYTOYHBIMU
notpedHocTsimu BO3 [13] ycTaHOBJIEHO, UTO MUTAaHKUE AETEH ObLIO pa30aiaHCHUpPOBAHO.
Tak, moTpeOneHne MaKapOHHBIX H3JIENUN, KPYM, BBINMEYKH ObUIM B 1,5 pasa Bbllie
PEKOMEHIyeMOro, OBoIlEeH, PPYKTOB U MOJIOYHBIX MPOJIYKTOB CHIKEHO B 3 u 1,8 pa3sa,
cootrBeTcTBeHHO (PrcyHOK 6.2).

HeoOxoqumMo OTMETUTH, UYTO HE BBINOJHSINCH pekoMmeHgamuun BO3 mo
o0s3aTenbHOMY IpUCYTCTBHIO (3-4 pa3a/neHb) B paluoHe JeTeil pa3iIuuHbIX OBOIICH U
bpykToB, y OonbimHCTBa (80%) MAMEHTOB OHH UCIOJIB30BAIUCH TOJIBKO 1 pa3/neHs, B
OTJEIbHBIX CIyYasiX — MOJHOCTHIO OTCYTCTBOBAJIH.

B xome uccnenoBanus Obuta TpoBenaeHA OIEHKA (PAKTUYECKOTO MOTPeOSIeHNUs

Oenka v sHEeprun HaOrogaecMbiMu niarueHTamu ¢ JII1 ¢ yaeTom TsKecTH ABUTATEIBHBIX
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HApyLICHUM, II0JJa W WX HYTPUTUBHOIO CTaryca B CPaBHEHHMM C HOPMaMHU

(GU3HOTOTUYECKUX TOTPEOHOCTEW B SHEPTUM W MHINEBBIX BEIIeCTBaX s AeTeit [7] -

Taobmuna 6.3.

Tabnmuna 6.3 — PacnpeneneHne ManueHTOB C JASTCKUM IepeOpalbHBIM MapaaudoM B
3aBHCHMOCTH OT Je(uIMTa moTpedaeHus sHeprun u oenaka (N=102)

Yucno neredd | Jlepuuut norpedaeHus SHEPTUM U

OeJiKa Mo OTHOILLEHHUIO K CYyTOYHOM

['pynnbl nanueHToB 0 noTpeOHOCTH (KKa/T/%)
n %
SHEPruu (KKam) oenka (1)
kkan | % r | %

I'pynma 1 (n=53)
manvyuxu (N=30)
AJICKBaTHBIN HYTPUTHUBHBIH 7 23 294 28 20 36
CTaTyC
HenocraToyHOCTH MUTAaHUS 23 77 320 30 33 64
Oesouxu (N=23)
AJICKBaTHBIN HYTPUTHUBHBIH 3 35 165 24 23 41
CTaTyC
HenocraToyHocTs IUTAaHUS 15 65 280 27 36 62
I'pynna 2 (n=49
manvyuxu (N=28)
AJICKBaTHBIN HYTPUTHUBHBIH 20 71 174 3 12 99
CTaTycC
HenocraroyHocTs muTaHus 8 29 110 14 18 30
oesouxu (N=21)
AJICKBaTHBIN HYTPUTHUBHBIH 13 62 146 4 10 17
CTaTyC
HenocraroyHocTs mUTaHus 8 38 68 10 17 26

YcraHoBIIEHA HU3KAsi SHEPreTUYECKasi UEHHOCTh PalMOHOB y nauueHTos ¢ LT
IPU YaCTOM MOTPEOJIECHUM KPYI U KOHIUTEPCKUX HU3AEIUN B UX MUTAHUU. DTOT (PaKT
MOYKHO OOBSCHUTB TEM, YTO Kallll PEUMYLIECTBEHHO UCIIOJIb30BAINCH OE€3MOJIOUHBIE, B
HUX HE J00aBJIsUIOCh CIIMBOYHOE MAaCIIO.

Kak cnenyer u3 TaOmunp! 6.3, 6 epynne I y Bcex MallMEHTOB, HE3aBUCUMO OT 110JIa
Y HYTPUTHUBHOTO CTaTyca, OTMEYEH 3HAUYMTEIbHBIA AeDULIUT MOTPeOIeHNUs SHEPTUU U

oeJka.
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VY wmanpunkoB (N=30), HE3aBUCUMO OT HYTPUTUBHOTO CTaTyca, (haKTHYECKOE
MOTPEOJICHUE SHEPTUH B cpeiHeM OblTo cHIKeHOo Ha 1/3 (pu anexBatHOM HC Ha 28% 1
npu Hemocratounoctu nutanHus Ha 30%). Hemocrarounoe morpebieHue Oenka ObLIO
OoJee BRIpAXKEHO MPU HU3KOM HYTPUTHBHOM CTaTyce, ero AeuIuT coctaBui 64%, 4ro
oTMe4YeHO B 1,8 pasza yamie mo CpaBHEHHUIO C MAllMEHTaMHU, UMEBIIMMHU HOPMAaJbHbIN
HYTpUTHUBHBIN cTaryc (36%).

AHasioruyHasi KapTuHa OblIa XapakTepHa W JJIsl JEBOYEK C TSHKEJIBIMU
JBUTATENIbHBIMUA HapyweHusiMu (N=23). B rpymnmne aereil ¢ HOpMalbHbIM HYTPUTHUBHBIM
CTaTyCOM TMOTpeOJieHue »SHEepruuM Obulo CHUXEHO Ha 24%, a y MalueHTOB ¢
HEJIOCTaTOYHOCThI0 TuUTanus Ha 27%. Jlepuuut mnorpebneHus Genka y JE€BOYEK C
HOPMAJIbHBIM MUTATEIbHBIM CTaTycoM cocTaBuia 41%, npu HEJOCTATOYHOCTH MUTAHUSA
ATOT MOKa3aTeNb ObLI BhIlIE B 1,5 paza (62%).

Cpenu manueHToB epynnsl 2, COCTOSIBIIEH M3 28 MaJIbYUMKOB U 21 1€BOYKH
HEJI0OCTaTOYHOCTh MOTpeOIeHus1 OeKa U S3Hepruu Oblla MEHee BhIpaXKeHa.

Y ManbyuKOB C HOPMAJbHBIM HYTPUTHUBHBIM cTaTtycoMm (N=20) nedumur
notpebiieHus: sHeprun cocraBuin 8%, y nmesouek (N=13) - 4%. Cpeau Maab4uKOB C
HEJ0CTaTOYHOCThIO NuTaHud (n=8) neduumr suepruu 6611 14%, a y nesouek (n=8) B 2
paza Baite (10%).

B rpynne 2 norpe6ienue 6enka ObUIO CHIDKEHO KaK y MATbYHKOB, TAK U Y JIEBOYEK.
[Ipn HepoctaroyHocTu nutanus aepumut Obu1 Oosee BhIpaXKEH, TaK Y MaJIbYHKOB C
HOPMaJIbHBIM HYTPUTHUBHBIM CTaTycoM OH cocTaBuil 22%, MpuU HEIOCTATOYHOCTH
nutanus - 30%, a y neBouek 17% u 26%, COOTBETCTBEHHO.

[Tpu cpaBHeHNM MOKa3aTenel AeduiuTa YHEPTUU U Oenka y Beex aeteit (PucyHok
6.3), BBISIBIICHO, CHIDKEHHOE WX MOTPEOJIECHUE HE3aBUCUMO OT TSDKECTH JBUTATEIbHBIX
HapyuieHul. Tak, cpe/iu marMeHToB rpynmsl 1 ¢ HOpMaabHBIM HYTPUTUBHBIM CTaTyCOM
noTpedsieHue dHEepruu U Oenka Obulo CHUXEHO Ha 26% u 39%, a ¢ HeJOCTATOYHOCTHIO
nutanus Ha 28% u 63%, COOTBETCTBEHHO.

Cpenu nereil rpymmbl 2 HapyUIEHUS HM3y4aeMbIX IOKaszaTesnedl ObUIM MEHee
3HauuMbl. [Ipu arieKBaTHOM HYTPUTHUBHOM cTaryce neuuuT sHepruu coctaBui 12%,

oenka - 20%, a npu HegocTaTrouyHOCTH nuTanust 6% u 28%, COOTBETCTBEHHO.
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28%
26%

12%

I ]

aJIeKBaTHBIN aJCKBaTHBI  HEIOCTATOYHOCThHEAOCTATOYHOCTD

HYTPUTHBHBIA  HyTPUTHUBHBIN MUTAHUS HUTaHUS p<0,005
CTaTyc cTaryc !
B [pymnal
63%
° B I'pynma2
39%
28%
] I
aJIeKBaTHBIN AIeKBaTHBII ~ HEJOCTATOYHOCTH HEIOCTATOYHOCTH
HyTpl/ITI/IBHbIﬁ HyTpPITHBHbIﬁ IUTaHUA IMUTAaHUA
craryc craryc

Pucynok 6.3 - Jleburut norpedacHus (B %) sHepruu u 6eJika y MallMEHTOB C JIETCKUM
niepeOpaibHbIM mapaymaom (N=102)

Takum 00pa3oM, MoTyueHHbIE HAMH PE3YyJbTAaThl CBUIETEIHCTBYET O TOM, YTO Y
JeTel C JETCKUM IepeOpaabHBIM MapajinvyoM, HE3aBUCHUMO OT TSKECTH 3a00seBaHUS,
moJia U Bo3pacta, uMeeTrcs AehUIUT MOTpeOseHus Oenka W SHEPruH, MPU STOM Yy
MAaIMEeHTOB TPyNmbl 1 0H Oosiee BhIpaKeH, 4eM y OOJbHBIX TPYIIIIHI 2.

BaxxHO OTMETHTH, YTO Yy JeTell C HEMOCTATOYHOCTBHIO MHUTAHUS BBISBICH OoJiee
3HAUUTETBHBIN JACPUIIUT HHEPruM u OejKa, YeM Yy TMalueHTOB C aJeKBAaTHBIM

HYTpUTHBHBEIM cTarycoM (p<0,05).
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6.3 Opranuszanus J1e4e0HOTr0 MUTAHUS JAeTel ¢ JeTCKUM

nepedpajbHbIM MAPATUYOM

[locne mpoBemeHUs  KOMIUIEKCHOTO  OOCJEIOBaHWS  JETEH, BBISBICHUSA
HEJIOCTATOYHOCTH MUTAHUS U OPOMOTOPHOW nucdarud, s KaKIOTO MarueHTa Oblia
pa3paboTaHa WHIAWBUIyaJIbHAs TEpaNeBTUYECKAas MW JHUETOJIOTHYECKash TpOorpaMma,
HaIpaBJICHHAs! HA KOPPEKIMIO0 YCTAaHOBIECHHBIX HapyIIeHu. OTMEUEHO, YTO HE3aBUCUMO
OT YypOBHS JBHTaTeNbHBIX paccTpoiicTB mo mkaie kinaccupukaumu GMFCS wu
MOKa3aTeNisi COCOOHOCTH MPUHATHS MMM u kuakoctu mo mkane EDACS y nereit
rpynmnbsl 1 OpOMOTOpPHBIE HApYIIEHUS BCTPEYAINCHh CTAaTUCTHYECKH 3HAYMMO Yallle
(p=0,001).

[Tpu opranu3zanuu jJe4eOHOTO MUTAHUS MPUHUMAIN BO BHUMAaHHE:

- BO3pacT peOeHKa, ero o0I1ee COCTOSHUE U CAaMOUYyBCTBHE;

- Tokazarenud (U3MYecKoro pa3BuUTHSA, (GOpPMY U CTENEHb  TSIKECTH
HEJI0OCTAaTOYHOCTH MUTAHMUS,

- HaJIM4re OPOMOTOPHOM Aucaruu;

- pe3yJbTaThl OLEHKU (DAKTUYECKOTO MUTAHUS;

- COCTaBbl COBPEMEHHBIX CIICHIUATM3UPOBAHHBIX CMECEH ISl DHTEPAIHLHOTO
MUTaHUS, KOTOPbIE MIPE/INOJIarajJoch BBECTH B PAIIMOH MAIUEHTOB.

JleTsiM ¢ aieKBaTHBIM HYTPUTUBHBIM cTaTycoM (N=36) miu u30BITOYHON MacCCOM
tena (N=12) naznadaiau ucnonb3yemyro B kimHukax OTAY «HMUL] 3m0poBbst aeTein»
MunsnpaBa Poccun MoauduimpoBaHHyro mandmyo auety NeS - dusmonormdecku
MOJIHOIIEHHYIO TI0 COJEPKaHUI0 OCHOBHBIX TMHINEBBIX BEIIECTB U DHEPrUH,
MPEIYyCMAaTPUBAIONIYI0 HCKIIOYCHUE CHJIBHBIX Pa3ApaKUTENIeH MHUIIEeBAPUTEITHLHON
CEKpEeIMi M CTUMYJSTOPOB KEITYCBBIACICHUS C O005S3aTebHBIM HWHINBUIYATHLHBIM
MoJA00pPOM CTETIEHU U3MEJIbUCHUS U TEKYUECTH OJIO/I.

JlanHast teyeOHas [uUeTa Mo acCCOPTUMEHTY MPOAYKTOB U OJit0/1 OblLlIa TOCTATOYHO
pa3HOOOpa3HO, B €€ COCTaB BXOAWIM MOJIOYHBIC Kallli, OBOIIHBIE MIOPE,

KHCJIOMOJIOUYHBIC HAMUTKH, TBOPOT, ChIp, OJIf0Aa U3 Msica, pbIObI, SHUI, MAKAPOHHBIE U
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KOHJIUTEPCKUE U3JENINsA, CIMBOYHBIE W PACTUTEIBHBIE MAacjla B COOTBETCTBUM C
PEKOMEHAYEMBIMHU BO3PACTHBIMA HOPMAaMHM.

[TanyenTaM ¢ aJeKBaTHBIM HYTPUTUBHBIM CTaTyCOM, HO C HapyLIEHUEM
0€30MacHOCTH MPUHSTHA MUIIH U )KUJIKOCTH, YKa3aHHYIO TUETY MePCOHUUIIUPOBAIH 3a
cdyeT moadopa aJeKBaTHOM CTENEeHW HU3MEIbUYCHHS W TEKy4YecTH ONIoA, a TaKxke
BKJIFOYEHHUS CIIENUAIIM3UPOBAHHOTO MMPOAYKTA — 3aryCTUTEA.

Bnepseie B mutanuu y 28 nereii ¢ LI, compoBoxaaromumMces HeZ0CTATOYHOCTBIO
nuTaHusg U aucgarueid, ObUl HMCHOJB30BAH OTEYECTBEHHBIN CHEMATN3UPOBAHHBIN
npoaykt «Hytpusn Jucdarus» - pacTBOpUMBIA 3aryCTUTENb €bl U HAIUTKOB JJIS
IIEPOPAIBHOTO MPUMEHEHHUs. birarogapsi BKIIFOUEHUIO B €T0 COCTaB MaJbTOAEKCTPUHA U
KCAaHTaHOBOM KaMeJy MPOAYKT CITIOCOOEH 3aryIaTh JIF0Obl€ BUbI JKUJKOCTH, HE U3MEHSS

BKyc Onrona — Tabnuia 6.4.

Tabnuua 6.4 - XapakTepucTUKa CIEUUATU3UPOBAHHOTO MPOAYKTA — 3aryCTUTENs AJis
€bl 1 HAITUTKOB

IInmeBas HeHHOCTD Enununa uamepenus | 100 r cyxoro npoaykra

DOHepreTuyeckas [IEHHOCTh kJ>K/KKaI 1512/361

Kupsr r 0

VYrieBojbl, B T.4. 85,4

I'moko3a r 1,7

ManbTo3a r 6,0

[Tonucaxapuasl r 77,7

[TumnieBrie BOTOKHA r 8,80

Benkn r 0,6

MuHepanpHbIe BEIIECTBA!

Harpwuii MT 56

Kanuii MTI 56
Cnenuanu3upoBaHHBIM  NPOAYKT  TOTOBWICS  HENOCPEICTBEHHO  IEpeENX

ynoTpebsieHueM 3aryiiaemMou >xkujnkoctu. KomuuectBo

JIO’KEK BHOCHUMOTI'O MPOAYKTa

3aBHUCENIO OT TpeOyeMOl KOHCUCTEHIMH Oioaa (A cupomna — 2 MEpHbIE JOXKKH, s

KpeMa — 4 MepHbI€ JIOKKH, JJIA MyAuHra — 6 MepHbIX Jokek). CopepxaHue mpoyKTa

3aryCTUTEIA B OJTHOW MEPHOM JIOKKE COCTABIAAET 4,6 T.

B IIponecce H&6J’II-O,Z[€HI/I}I YCTAHOBJICHA Xopomasa ITICPCHOCHMOCTD 6J'IIOI[,

IMPUTOTOBJICHHBIX C MCITIOJIb30BAHUCM IIPOAYKTA-3al'yCTUTCIIA. Ha (I)OHG X IIPUMCHCHUA
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HU B OJIHOM CJIy4ae He ObIJI0O OTMEUEHO ajNIepTUUeCKuX peakiuii. Y Bcex aerei uepes 7-
14 nHelt mocie Hayajna MX IpUEeMa OTMEUYEHO OOJeryeHue Ipolecca IJI0TaHus |
YIIy4IIEHHE NTEPUCTATIbTUKH KEITYJOYHO-KUIIEYHOTO TPAKTA.

s onTUMU3anMK paruoHoB mutanus manueHtoB ¢ JLIT (n=54), umeromux
HYTPUTHBHYIO HEJOCTAaTOYHOCTh, MCHOJB30BAJIM CHELUUATU3UPOBAHHBIE H30- U
TUIEPKATOPUIHBIE CMECU ISl SHTEPAIBHOIO MUTAHMS, KOTOPBIE JAIOT BO3MOXKHOCTh
HEOOJIbIIMM 00BEMOM NPOJIYKTa BOCHOJHATH Ae(PUIMT HEOOXOAUMBIX HYTPUEHTOB, B
NEPBYIO ouepeb Oesika U SHEPIHH.

B wuccnenoBanun Obuia  u3ydeHa A(OQPEKTUBHOCTh  CHEHHATM3UPOBAHHBIX
OTEUECTBEHHBIX CMecel s 3HTepanbHoro nutanus « Hytpusn CraHgapT ¢ NUIEBbIMU
BOJIOKHammu», «HyTpusH DHeprusi ¢ NUIIEeBBIMA BOJIOKHAMI» U 3apy0€KHOTO MPOIyKTa
«Ilenramen KOuuop». g o6e3nnuuBaHusg Ha3BaHUIM MPOIYKTHI ObUIM 3aKOAUPOBAHBI

cienyrommmM odpasom (Tadnuma 6.5).

Tabnuma 6.5 — Cmecu a1l SHTEPAIBHOTO MTUTAHUS, UCTIOJIb30BAHHbBIC B UCCIICIOBAHUHU

IIpoayKThI HazBanue [IpousBoauTenp, CTpana

[Iponykt Nel Hyrpusu Crangapt ¢ nuiessivi 3A0 Undanpum, Poccus
BOJIOKHAMH

[TpomykT Ne2 HyTpuon Sueprus ¢ muiessmH 3A0 Undamnpum, Poccus
BOJIOKHAMH

[Tpoaykt Ne3 | Ilentamen FOuunop Hectne, [lIBeninapus

XHUMUYECKUN COCTAB U3yYaeMbIX CIEHUAIM3UPOBAHHBIX IPOTYKTOB S3HTEPAIBHOTO

MUTaHus npeacTasieH B Tadmure 6.6.

Tabmua 6.6 - XapakTepucTHKa CHCIUATU3UPOBAHHBIX CMECEH ISl SHTEpaTbHOU
HYTPUTUBHOM MOJIEPKKU MAIMEHTOB C IETCKUM LiepeOpaibHbIM napanuyom (Ha 100 Mo
rOTOBOM K yHOTPEOJIEHUIO CMECH)

TokasaTels HaszBanue npoaykra

[Tpoaykt Nel | TIpomykt Ne2 [TpoaykT Ne3

. ot 1 roga oT 3 JIeT ot 1 roga
Pexomenyemblil Bo3pacT
U CTaplie U CTapIie no 10 et
TUIPOJIN3AT
OcHoBa npoayKTa LIEJIbHBINA MOJIOYHBIN OEI0K MOJIOYHOTO
OeJka

besok, r 4.0 6,0 2,9
Kup, T 3,6 5,9 3,64
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[Tpomomxkenue TabauIpl 6.6

CLT, % 50% 47% 56%
IMHXK, r 0,9 1,3 0,52
VrneBonsl, T 6 m.u. 12,9 17,5 13,8
2NI0K034a, 2 - 0,25 -
Manemosa, 2 - 0,9 -
caxaposa, 2 0,2 0,5 3,08
AAKmosa, 2 - - <0,1
DHepreTuyeckas HEHHOCTh, KKaJl 100 150 100
MuHepanbHbI€ BEMIECTBA

Hatpwuii, mr 78 120 545
Kamnwuii, mr 123 190 107,3
XJI0pUabl, MT 112 100 66,8
Kanpmii, mr 90 112 72,1
Maruuii, Mmr 22 30 10,5
docdop, mr 69 97 49,2
Keneso, mr 0,8 1,6 0,77
uuk, Mr 0,8 15 0,5
Menb, MKT 100 152 61,6
Vox, MKr 8 20 12,3
CeneH, MKT 3,8 8,0 3,96
Maprasner, Mr 0,1 0,3 0,07
®dTop, Mr - 0,15 <0,02
XpoM, MKT 2,2 7,6 19
MonubneH, MK 3,8 12 6,16
Butamunesl

Petunoun (A), MKT 56 120 59,8
Kanbrmudepon (D), Mxr 0,3 15 0,79
Toxodepoin (E), mr 0,8 2,0 0,57
Buramun K, Mkr 6,3 8,5 3,74
Tuamun (B1), Mr 0,08 0,15 0,1
Pu6odnasun (B2), mr 0,09 0,21 0,1
Huanun (B3), mr 1,0 19 0,5
[TantoreHoBast kucimora (Bs), 500 200 460
MKT

[Mupunokcun (Bs), MKT 120 240 100
donueBas kucnota (Bg), MKr 19 38 22
I{nanoko6amamuH (B12), MKT 0,2 0,29 0,2
Ackop6unoBas kucinota (C), mr 4,4 15 6,8
buoTnH, MKT 4.5 7 1,76

XonmuH, MT 22 45 12,32
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OcmonsspHOCTH, MOCM/TT 300 400 320
KUIKAs, KUIKAs,
roToBas K roToBas K
dopwma BBIITyCKa cyxas
YIOTPEOJICHUIO | YIIOTPEOICHUIO
CMECh CMECh

Hannbie Tabaumpl 6.6, yka3plBalOT Ha TO, 4TO NpoAyKThl Nel u Ne2 sBisuch
CTaHIAAPTHBIMU (M30- WJIM THUIMEPKAJOPUMHBIMU, WX DJHEPreTUYecKas IEHHOCTh
coctraBmsuia 100 u 150 kkan/100 M COOTBETCTBEHHO), OHU COJIEPKAIU TTOBBIIICHHOE
KOJIMYECTBO IeNbHOTO Oenka (4 u 6 r/100 o).

[Tpomykt Ne3 co3nman Ha OCHOBE THPOIU30BAHHOTO MOJIOYHOTO Oerka (2,9 /100
MIT) U sBisuIcs n3okanmopuidHbeM (100 kkxan/100 mur). XKupoBoii cocTaB mpoIyKToB Ha 47-
56% mnpeJicTaBieH JIETKOYCBOSEMBIMU CPEIHEIIEIOUEUHBIMU TPUTITUIEPUAAMU, KOTOPbIE
HEe TpeOyIOT TMPUCYTCTBHUS JUMAa3bl JUIsi yCBOEHHs. Bce MNpOAyKTHI SIBISIOTCS
0€371aKTO3HBIMHU, 000TaIEHB BUTAMUHHO-MUHEPATHHBIM KOMITJIEKCOM.

[TpoaykTel Nel u Ne2 mpeacTtaBisiyin cOO0M KUJKYIO, TOTOBYIO K YIOTPEOJICHUIO
CMECh JUIsl TIEpOPAILHOTO TPUMEHEHUs, yrakoBanHyto B Tetra Pak mo 200 u 500 m,
npoaykT Ne3 - cyxas mopokooopa3Hasi CMECh.

HyTpuTtuBHas noaaepxka cMeCsIMU JIJIsl SHTEPAIbHOTO MUTaHUs OblJla Ha3HA4YEeHA
nMaiueHTaM ¢ yMEPEeHHOW U TSKEJIOM  HENOCTaTOYHOCThIO  THUTaHWUS.
BerreniepeurciacHable poayKThl OblIu HasHaueHbl 54 (53%) netsam, u3 Hux 38 (71%)

narrentam rpyninsl 1 u 16 (32%) 6onbHbM rpymmsl 2 (PucyHok 6.4).
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o6

I'pynna 1 I'pynna 2

M nony4danu M He nosryyanu

Pucynok 6.4 — PacnpenencHue mnanueHToB (B %), MONYyYaBIIMX M HE IOJIyYaBIIMX
HYTPUTHBHYIO HOJJEPKKY B 3aBUCHUMOCTH OT NIPUHAJIEKHOCTH K rpynme | u 2

B 3aBHCHMOCTH OT TS)KECTH JBUTATEIbHBIX HAPYLICHHUM TETCKOT0 1epedpaIbHOro
napajgya, HaJIW4YUs  OPOMOTOPHOW  Aucdaruu, CONMYTCTBYIOUIMX  HATOJOTUH
MHANBUAYATbHO NOA0MPATH CTIEHHATU3UPOBAHHBIN MPOIYKT U METOJI €0 BBEJICHUS.

[Mammentam rpymmer 1 (N=31) ¢ TsHKENOW CTENEHBIO HEOCTATOYHOCTH TTHTAHUS
MPEUMYIIIECTBEHHO Ha3HA4YaJld CMECH Ha OCHOBE Tuaponm3ara Oenka (mpomaykT Ne3),
PYKOBOJCTBYSCH TEM, UTO PACIICTITICHHBIN OEIOK JOCTATOYHO OBICTPO MepeBapUBACTCS U
BCACBIBAETCS, UTO CIIOCOOCTBYET YCKOPEHUIO €r0 METa00IM3Ma.

OcranbHble AETH JAHHOUM rpyImbl (N=7) MmojiydaJld CMECHM Ha OCHOBE LIEJTBHOTO
MosiouHoro Oenka (mpoaykTel Nel u No2). [TanueHnTs! rpynmbl 2 ¢ OTMHAKOBOM 4aCTOTOM
MOJIy4YaJId CMECH KAaK Ha OCHOBE TMAPOJIM30BAHHOIO, TaK U LIETBHOTO MOJIOYHOr0 Oenka

— Tabmuna 6.7.
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Tabnmuua 6.7 - PacnpeneneHue MaMEeHTOB C JIETCKUM IEPEOPATLHBIM IMapagInioM,
COMPOBOXKIAIOIIUMCS  HEJIOCTAaTOYHOCTHIO MHUTAHUS, TMOJYyYaBIIUX HYTPUTHUBHYIO
MOAACPKKY CHEUUATM3UPOBAHHBIMU TMPOAYKTAMU B 3aBUCUMOCTH OT TSKECTH
JBUraTeNIbHBIX HapylieHui (N=54)

I'pynna 1 I'pynna 2
[TpoxykT (GMECS 1V-V) (n=38) (GMECS I-111) (n=16)
n % n %
Nel 5 13 5 31
Ne2 2 5 3 19
Ne3 31 82 8 50
Bcero 38 100 16 100

MeTos0oM CHIMHTa SHTEpaJbHOE MUTAHHE MoNydaino OosbimuHCTBO (51/95%)
neret, 3 (5%) manmentam Tpymmbl 1 ObUT0O HA3HAYEHO 30HIOBOE MHTAHUE UYeEpe3

ractpocromy — Tabnuua 6.8.

Tabmuma 6.8 - CriocoObl BBeIEHUS HYTPUTHBHOM MOACPKKH TMAIMEHTaM C JETCKUM
1epedpaIbHbIM TapaIidyoM B 3aBUCUMOCTH OT TSDKECTH JIBUTATEIbHBIX HapyIICHUN

(n=54)

Crioco0 ['pynma 1 ['pymma 2 U
nytputusHoit | (GMFCS IV-V) GMFCS I-111) (n—HS 2)
O IEPKKH (n=38) (n=16) B
CHITHHT 35 (93%) 16 (100%) 51 (95%)
30HI0BOE
UTaHKE Yepes 3 (7%) - 3 (5%)
racTpoCTOMY

JleTssiM ¢ yMepeHHON HEA0CTAaTOYHOCThIO MUTAHUS B 3aBUCHUMOCTH OT BO3pacTa U
afreTHTa MPoayKT aaBaiu B 00beme 200 vt B 1-2 preMa Ha IMOJIIHUK U/ UK ITepeI CHOM
METOJIOM CUIHHTa; nanueHTam ¢ Tsbkenod HIT — mo 200 mn B 2-3 npuema.

Pemierrie 0 mOCTaHOBKE TracTpOCTOMBI (IIPH  HEOOXOJMMOCTH IPOBEICHHS
30HJIOBOT'O TIUTaHUsI OoJiee 8 HeJlelb) MPUHUMAIIOCH TI0CIe KOHCYJIBTAIlMA XUPYypra, THII
CTOMBI OTIPEICIIIICS HATUIHEM MM OTCYTCTBHEM ractpossodareabHoro pediitokca mo

JaHHBIM I'aCTPOCKOIINH.
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Poautensim 12 nereii ¢ HapyiieHreM preMa Uiy Obljia Ipe/ioskeHa MOCTaHOBKa
racTpOCTOMBI, HO O0JbIIast (N=9) 4acTh U3 HUX 3aHsJIa BBDKUIATEIBHYO TIO3HUITUIO TIEPE]T
MPUHATUEM PEIICHUSI.

Bce poautenu u maiueHTsI epe] MIaHupyeMOon MOCTaHOBKOM IracTPOCTOMBI ObLIH
IIPOKOHCYJIbTUPOBAHBI AUETOJOrOM M IcuxosioroM. CrenuanucraMu ObUIO OTMEYEHO,
YTO y pOAMUTENEH OBUIM CHUMIITOMBI JENPECCUU Ha MpeIoKeHue 00 yCTaHOBKE
racTpOCTOMBI (ONAcajuCh XUPYPrUUYECKOTO BMEIIATEIbCTBA, €ro OCJIOKHEHHH) U
HEOOBIYHOTr0 criocoda npuema nuiy. OOIeHne ¢ JUETOIOroM ObLIIO OPUEHTUPOBAHO HA
corjacue poauresell B HEOOXOJUMOCTH MOCTAHOBKU raCTPOCTOMBI, KaK €UHCTBEHHOTO
3((}HEKTUBHOTO B HACTOSILEE BpPEMS METOJa MOMOIIM peOEHKa M JIEYEHHs OEeIKOBO-
HSHEPreTUYECKON HEAOCTATOYHOCTH.

["acTpocToma Obla mocTaBieHa 3 J€TsIM, B TeUEHUE MEPBBIX 48 4acOB y OJHOTO
pebeHKa MOABWINCH >KaJIOObl HAa €€ MOJITEKaHUE BO BpeMs KOPMJICHUS U BBIPAKEHHOE
0eCcroKOMCTBO Ha BBEJICHHME MUIIM. bblla NMarHOCTUPOBAHA TPAHCIOKAIUS CTOMBI B
MOJKOXKHYIO KJIETYaTKy, peOCHOK MOBTOPHO ONEPUPOBAH C HAIOKEHUEM TacTPOCTOMBI
JAnapOCKONMMYECKU-aCCUCTUPOBAHHBIM JOCTYTIOM C MOJIOKUTEIBHBIM d(PPerTom.

Bcewm 3 manuentam KopmiieHHE MPOBOIUIOCH M30KATOPUMHON CMEChIO HA OCHOBE
TUAPOJIM3aTa MOJIOYHOTO Oejka 4epe3 ractpoctomy u3 pacuera 150 mur 6 pa3 B JIeHBb
yepe3 KaxkJble 3 yaca ¢ HOYHBIM MEPEPHIBOM, UYTO €KEIHEBHO YBEIMYMBAJIO B PAllUOHE
KBOTY OeJika Ha 18 T/CyTKU ¥ MOBBIIIAIO YHEPTETUUECKYIO0 IIEHHOCTh Ha 900 KKaj/CyTKH.

[Ipu opraHu3zanuu NHUTaHUS YEPE3 TacTPOCTOMY, KPOME CHEHHAIM3UPOBAHHON
CMECH I SHTEPAJbHOIO MHUTAHUS, WCIOJIh30BAIM TOMOT€HU3UPOBAHHBIE IPOIYKTHI
MIPOMBITIUICHHOTO BBIMYyCKa WJIM TPUTOTOBJICHHBIC HAa MHUINEOJIOKEe (M3MEITbYCHHBIC,
MPOTEPTHIEC Kalllk, OBOIIU, MSICHBIE MIOPE, TBOPOT), & TAKXKE KUCIOMOJIOYHBIE HAITUTKHU.

Cpoxu KOpMIIEHHS Yepe3 raCTPOCTOMY ObUIH IJIUTEIbHBIMU (110 6-12 mMecsiieB).
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6.4 Ouenka 3¢ $peKTUBHOCTH HYTPUTHBHOM MOJIEPKKHA MAIIUEHTOB

C I€TCKUM uepeﬁpaanMM mapajauioM 1 HEAOCTATOYHOCTHIO MUTAHUA

Bce pazpaGotanHble AMETUYECKHUE MEPONPUATHSA MPOBOIMWINCH B JIOMAIIHUX
YCIOBHSIX B TedeHMe O MecslueB, NpU 3TOM JHCTAHLHMOHHO OCYIIECTBIISIICA
AMHAMMYECKUNA KOHTPOJIb (TeleoH, HHTEpPHET) 3a OOIIMM COCTOSHHUEM H
CaMOYYBCTBHEM peOEHKA, MPOAOKUTEIHLHOCTHIO KOPMIICHHUS, HATMYHEM HapYIICHUI BO
BpeMs TMpueMa MHINY, AHTPOIIOMETPUYECKUMH TOKa3aTelsiMu (Macca/ JAJiMHA Tena,
OKPYXHOCTb CPEJTHUI TPETH IJIeYa), a TAKXKE B YCIOBUAX CTAIlIMOHAPA, IJ1€ IPOBOANIACH
OLICHKa HYTPUTHUBHOI'O CTaTyca U cocraBa Tena (kanunepomerpus 1 BUA), koppekius
Je4eOHbIX PallMOHOB.

[IpocniekTuBHOE HabOMOAEHHE 3a 54 MalUEeHTaMu CO CMACTUYECKUMH (popMaMu
JUII u HegocTaTOYHOCTBIO MUTAHUS, TMOMYYaBLIIUM HYTPUTHBHYIO TOIAEPKKY
CTCIUATM3UPOBAHHBIMUA CMECSMHU Ha Pa3jIMYHONM OCHOBE (THAPOIM3OBAHHBIA W/WITH
IETbHBIA MOJIOYHBIN O€JI0K) MO3BOJIMJIO OLICHUTh MX KIMHHYECKYI0 3((EKTUBHOCTD,
MEePEHOCUMOCTh U pa3paboTaTh PEKOMEHAAIMM IO BHIOOPY JAHHBIX MPOJYKTOB Jis
KOPPEKIUU HEJIOCTATOYHOCTH MUTAHUS C TOMOIIIBIO PA3IMYHBIX CIIOCOOOB MX BBEACHUS

(cunUHT UK 30H0BOE KOPMIJICHHE Yepe3 racTpocTomy) — PucyHok 6.5.

PucyHok 6.5 - BHenHuii BU TacTpOCTOMBI M KOPMJICHHE peOeHKa Yepe3 racTPOCTOMY
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VY CTaHOBIEHO TPEUMYIIECTBO BBEJACHUS MUTATEIHLHON CMECH METOJIOM CHITMHTA
(n=51, 95%) - mpocroTa MPOBEACHHUS, MOOMJIHLHOCTh MAI[MEHTA, CHI)KCHHUE BPEMCHH
BBeJIeHHUsI cMecHu. [lepeHOCHMMOCTh HM3ydaeMbIX MPOIYKTOB, JOCTABISIEMBIX METOIOM
CUTIMHTA, ObLIAa YTOBJIETBOPUTEIHHOM, TUCTICTICHYECKUX PEaKIMii OTMEYEHO He ObLIO.
HesnauntenbHble aieprudecKkue peakiuy OTMEUYaIuCh TOJIBKO Yy OJHOTO TAIlMeHTa,
MIPOSIBJICHHSI OPOMOTOPHOM auc(haruy BEISBICHO HE OBLIO.

JKunkue nmuraTeabHbIe CMECH, HCTIOTh30BaHHBIEC METOOM CUITHHTA, TTOJIH30BAIHCH
MPEeANOYTEHHEM, TaK Kak He TpeOOoBaau BpPEMEHHM IS WX pPa3BEICHUS W HMEIH
CTaOWIIbHBI XUMUYECKUH COCTaB.

Crioco® 30HIOBOTO KOPMJICHHSI COBPEMEHHBIMH CMECSMHU [IJISl DHTEPATHHOTO
MMUTAaHUS Ha OCHOBE THIPOJU30BAHHOTO O€IKa C TOMOIIBI0 TaCTPOCTOMBI BBITIOJTHHUII
BaKHYIO POJIb B JICUCHUH U PEAOWIMTAIIMH: Hy TPUTHBHBIN CTaTyC MAIUEHTOB YTy YIIIHAIICS
(mpubaBkM Macchl Tena 3a 6 MecsieB cocTaBwid 2, 3,5 U 6 KI' COOTBETCTBEHHO) U
JUIMTENIbHO TOJJEPKUBAJICS Ha aJCKBATHOM YPOBHE, TaKXe€ CHHU3MUJIACh YacToTa
000CTpeHMl comyTCTBYIONIMX 3a00eBanuid. [IlpuHrMas Bo BHUMaHuE, 4TO KOPMIICHUE
JIeTel Yepe3 racTpoCTOMY B OT/CNIbHBIX CIydasX BbI3BIBAET H30BITOYHOE OTIIOKEHUE
KUpa, JaHHBIA METOJ JUETOTepanuu TpeOOoBall MOCTOSHHOTO KOHTPOJIA Bpaya 3a
aJICKBaTHOCTBIO €T0 MPOBE/ICHNUS, OIICHKA aHTPOTIOMETPUYECKUX TTOKa3aTeel MalrueHTa
Y TIPOJIOJDKEHUS 10 HOPMAIU3allui HyTPUTUBHOTO CTATYyCA.

Ha ¢one HyTpuUTHBHON MOIIEPKKH yCTAaHOBIIEHA IMOJIOKUTEIbHAS JUHAMUKA CO
CTOPOHBI CPEHUX aHTpornoMeTprudeckux nokasareneii: Me UMT/Bo3pact (BAZ) Beipoc
ot -3,8 1o -1,9, poct/Bo3pact (HAZ) — ot -2,71 no -1,83, macca/Bo3pact (WAZ) - ot -2,6
710 -1,4, 9TO CBUIETEILCTBOBAJIO OO YJIy4YIIIEHUHA HyTPUTUBHOTO CTATyCa Y OOJBITUHCTBA

MAIUeHTOB U 3P (EKTUBHOCTH MPOBOIUMOM ueTorepanun (PrucyHok 6.6).
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= WAZ " HAZ mBAZ

J0 Ha3HA4YCHUA HYTpHTHBHOﬁ NOAACPKKH

-2.71

-3.8

crycts 6 MecsLEeB N0CIe Ha3HAUYCHUS
HYTPUTUBHON MOAJICPKKH

-1.83

1.4 I

-1.9

Pucynok 6.6 - /lunamuka aHTpOIOMETPHUECKUX TOKa3aTenei (Z-SCOres) y mareHToB C

JETCKUM IepeOpaIbHOM MapajudoM U HETOCTATOYHOCTHIO MUTaHUs Ha (JOHE

HYTPUTHUBHOM Mo iepkku (N=54)

B pPE3YIbTATE IPOBCACHHOI'O UCCICAOBAHUS ITOJTYUCHA ITOJIOKUTCIIbHAA THHAMUKA

noKa3aTesiei, XapaKTepHu3yIIuX HyTPUTUBHBIN ctaryc neted ¢ LT (Tabnumna 6.9).

Tabmuma 6.9 — Jlmaamuka mokazateneid (B %) HYTPUTHUBHOTO CTaTryca MalMeHTOB C
JETCKAM TepeOpaIbHOM MapaindoM Ha (OHE HYyTPUTHUBHOM MOIEPIKKU B 3aBUCUMOCTH
OT COCTOSIHUS TIMTAHUS M TSXKECTH JBUraTeIbHBIX paccTpoicTs (N=102)

I'pynna 1 I'pynna 2

GMFCS IV-V | GMFCS I-j1j | B¢ mammmerTs: .

Ilokazarenp P
AO | CHYCTA | O | COYCTA | ppp | CIIYCTA

HIT 6 mec HIT 6 mec A 6 mec
AnexsaTHbii HC 21% | 34% | 51% | 63% | 353% | 48% | <0,005
Henocratounocts 1 2500 | gaon | 3206 | 319 | 53% | 48% | <0,005
IIUTAHUA.
nerkas HIT 4% | 9% | 8% | 10% | 11% | 9.8% 0,88
ymepenHast HIT 9% 21% 8% 17% 16,7% | 18,6% 0,001
Tspenas HIT 590% | 34% | 16% | 4% | 72.3% | 19.6% | <0,005
VsObmounas macea | 200 | 500 | 1705 | 6% | 11.7% | 4% | <0005
TCIIa N O)KI/IpeHI/Ie

Ilpumeyanue - * - paznuyrie MeX/1y BCEMH MAIlUEHTAMU CITYCTsI 6 MecsIeB

YcranonieHo, uro B rpymme 1 (GMFCS 1V-V) yBenuuuiicst poneHT NalieHToB ¢

aJICKBaTHBIM HYTPUTUBHBIM cTatycoM (¢ 21 mo 34%), cHU3MICS TPOICHT JeTei C

HEJIOCTaTOYHOCTHIO TuTaHus (¢ 72 10 64%), py 3TOM YBEJIMYMIACH JOJISI ICTEH C JIETKOM
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HIT (¢ 4 1o 9%), ymepennoii (¢ 9 no 21%), 3a cueT CHMKEHUS MPOLIEHTA IETEH C TSHKEI0N
HEI0CTaTOYHOCThIO TUTanus (¢ 59 no 34%).

B rpymme 2 Takke OTMEUEHO YBEJIMYEHHE MPOICHTA JETEeH C aJeKBaTHBIM
HYTPUTHUBHBIM cTaTycoM (c 51 1o 63%) u CHIKEHHE - C HEIOCTATOYHOCTHIO MUTAHUS (32
10 31%). IpouenT narmentos ¢ nerkoi HIT yBenmuwmiics B 1,25 pasa, ¢ ymepeHHO# B 2
pasa, a ¢ Tspkenon HIT ymensimics - B 4 paza COOTBETCTBEHHO U cocTaBmi 4%.

B uenom, mponent nperelt, crpanaBmux Il u mmeBmux anexkBatusii HC,
Bo3pocio a0 48% (p<0,005), a ¢ TsKEIOM HETOCTATOYHOCTHIO MTUTAHKS - YMEHBIIIHIICS
10 19,6% (p<0,005). B rpymme 2 nmoka3aTeiu, XapakTepH3yoIue HyTPUTHBHBIN CTAaTyC,
CTaTHUCTUYECKU 3HAYMMO BhIIe, ueM B rpyme 1 (p<0,005).

['padmyeckn quHAMIKA HEJOCTATOYHOCTH MTUTAHMSI PA3IMYHON CTETICHH TPYITHI 1

U rpynmsl 2 Ha (oHe MPOBOAUMON HYTPUTHUBHOM MOJJIEPKKHU CIEHUATU3UPOBAHHBIMU

CMECSIMH SHTEPAIbHOTO TIUTAHUS MIPe/ICTaBICHa Ha pUcyHKax 6.7 1 6.8.

>

a n=38 0
M tsoxenas HIL, I ymepennas HII, B nerkas HIT

Pucynok 6.7 — lunamuka nokaszateieid (%) HeIOCTaTOYHOCTH ITUTAHUS MAIUCHTOB
rpynnsl 1 710 (a) 1 Ha PoHE HYTPUTUBHOM MTOAIEPKKHU (0)
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e

a n=16 0

MW tsoxenas HIL Mymepennas HII, Wl nerkxas HII

Pucynox 6.8 — J/[nnamuka mokazareneil HEJOCTATOYHOCTH MMUTAHUS TPYIIIHI 2 110 (a)
1 Ha (OHE HYTPUTUBHOMN NOATIEPKKH (0)

Ha ¢one mpoBoauMoii [ueToTepaniy OICHEHBI TOKa3aTeH, XapaKTePU30BaBIINE
OpPOMOTOPHYIO ucharuio ¢ ucrnojs3oBanueM mkaibl EDACS. OTMeueHO yMEHbIIEHHE
npolieHTa aerei B rpynmne 1 ¢ mokazarensmu V-V yposas (¢ 41 1o 30%), He UMeBIIUX
CIOCOOHOCTH K Oe30nmacHOMY U 3((HEKTUBHOMY MPUHATUIO MU U KUIKOCTH

(Pucynok 6.9).

70
60

50

40
30
20
10
I n
0

nocne nocne nocne nocne nocne

L prnna 1 = I’pynna 2

Pucynox 6.9 — JluHamumka mokasareneid (%), XapaKTEpHU3YIOIIMX OPOMOTOPHYIO
aucdaruio ¢ ucnoiabzoBanueM mkansl EDACS y manueHToB ¢ JeTCKUM LepeOpanbHbIM
napajryoM 10 ¥ Ha (hOHE HYyTpUTHUBHOU moyiepkku (N=102)
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ITokazaHo, uto B rpynime 1 yBenuuwiics npoueHt aereit co |l u Il ypoaewm (c 15
10 20% u ¢ 42 10 48%, COOTBETCTBEHHO) U cHU3MJICA TIpolieHT ¢ 1V u V yposHeM (¢ 30
10 24% u ¢ 11 10 6%, COOTBETCTBEHHO).

B rpynne 2 ormevanock yBennuenue uyncia nmauueHTos ¢ | u Il yposusamu (c 51
10 62% u ¢ 10 no 14%, cOOTBETCTBEHHO), yMeHbllleHue uncina aerei co |l u IV ypoBusmu
(c 35 10 24% u ¢ 4 1o 0%, COOTBETCTBEHHO).

[TonyueHHble pe3yJabTAaThl CBUJIETEIBCTBYIOT O TOM, YTO MPABUIBHBIN MOI00p
KOHCHUCTEHIIUM MUY, UCIOJIh30BaHUE MPOJYKTOB-3aryCTUTENICH, HA3HAUCHUE CMecel
SHTEPAJBLHOIO TMUTAHUS METOJIOM CHUIIMHra/ KOpPMJIEHHE 4Yepe3 TacTpPOCTOMY,
CIIOCOOCTBYET CTAaTUTCTHYECKH 3Hauumomy yiayuiieHuto (P<0,005) mnoxazarenei,
XapaKTepU3yIoUMX HapylIeHUE NpueMa IHUIIWA: CHUXEHHUE BpPEMEHU KOPMJICHUS,
YMEHBIIECHHUIO SITHU30/I0B PBOTHI, CPHITUBAHUI W TIOTICPXUBAHUS BO BpeMsI IIprieMa TTHIIIH,

a TaK)Ke PUCKOB PECIIMPATOPHBIX U KHUIIIEYHbIX 3a00eBanuii (Tabmuia 6.10).

Tabnuua 6.10 - Jlunamuka rnokaszaTenei, XxapakTepu3yIolUX HapyILIEHUs pUeMa MUIIu

y HAMEHTOB € JE€TCKUM LiepeOpaibHbIM MapaJndoM Ha (JOHE HYTPUTUBHOMN MOIJIEPKKU
(n=102)

Ywucao narmenTos (N=102)

ciycts 6 Mec, Ha GoHE p*
HIT

ITokazarenu 1o nonyuenus HII

n % n %

[Tpo10IKUTENBHOCTD
kopmiieHus 6osee 30 46 45 8 7,8 <0,005
MUH

Cumnromsl I'OPb
(momepxuBaHue, pBOTA,
OTPBIXKKA, MPOKUITKH
KpPOBH B CJIU3H)

45 44 18 17,6 <0,005

CuMITOMBI
pPECIIUPATOPHBIX
3a00eBaHUH (XPHIIHI, 46 45 26 25,5 <0,005
KallleJIb BO BpeMs
KOPMJICHUS])

CuMIITOMBI actiupauu
(kaienb, OyIbKaroIUn
roJIOC, N3MECHEHHE 14 14 3 2,9 <0,005
IBIXaHHSI, U3MEHEHUS
1[BETa KOXKH)
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[Tpomomxkenue Tadauip 6.10

PBoTa/cpriruBanus BO <0,005
P 32 31 5 4,9
BpEMsT KOPMIICHHSI
[MonépxuBanue KUIKOU <0,005
p a 17 17 6 59
1805000 ()51
Ipumeuanue - * - pa3nuaus 10 1 Ha (OHE MOJTYICHHUS HYTPUTUBHOU MOJICPIKKH

[TonoxurenbHas JUHAMUKA MOKA3aTEJIEH KaTUIIEPOMETPUU U OKPY>KHOCTH IUIe4a

CBHUJICTEIHLCTBOBAIO 00 3P PEKTUBHOCTH MPoBOoAMMON auetoTepanuu (Tadnwma 6.11).

Tabmuua 6.11 - JluHamuka nokazarenei KaaunepoMEeTPUU U OKPYKHOCTH IIJIeda y JeTeil
C JIETCKUM LiepeOpalIbHbIM MapaindyoM Ha (POHE HYTPUTUBHOM MOAEPIKKH

HyTtputusHas nonaepxka

IToka3zarenu Cryctst 6 MecsIIeB OT p*
J1o Ha3HaYEHUS
HayaJia MPOBEIACHUS

Z-scores KXKCT -1,6%0,72(-2,9; 0,2) -0,4+0,22 (-1,4; 0,9) <0,005
Z-scores OCTII -1,1+0,87 (-1,8; -0,1) 0,3+£0,15 (-0,6; 1,2) <0,005

IIpumeuanue - * - pa3nuuus 10 U Ha (GOHE MOTYUECHUS HYTPUTUBHON MOJIEPKKU

Y CTaHOBIIEHO, YTO MOKA3aTEIN KOKHO-KUPOBOH CKJIaJKK HaJl Tpulienicom (Z-score
KXXCT) 3naunmo yBenuuuiauch ¢ -1,6+£0,72 no -0,4+0,22, Takke Kak U MapaMeTphbl
OKPYKHOCTH cpenHer Tpetu mieda (Z-score OCTII) ¢ -1,1+0,87 mo 0,3+0,15 (p<0,005)
Y COOTBETCTBOBAJIM CPEAHEBO3PACTHBIM UHICKCAM.

VY 28 peredt 10 W moclie HAa3HAYCHHS] HYTPUTHUBHON TOIJIEPKKH C TMOMOIIBIO

6I/IOMH€I[3HCOMeTpI/II/I B IIPpOLECCC UCCIICTOBAHUA OBLIT OLCHCH COCTaB TCJ1a —

Tabmuma 6.12.

Tabmuma 6.12 — JluHamuka mokaszareneil OMOMMIIETAaHCOMETPUU 10 W Ha (OoHE
NPOBEJCHUSI HYTPUTUBHOM TOJAECPKKHA Yy TMALKUEHTOB C JETCKUM LiepeOpanbHbIM
napajangom (N=28)

HyTrpuTtuBHas nognepxka

ITokazarenu p
0 MPOBEACHUS Ha (one
A MTPOBEICHUS
JKUpoBasi Macca, % 14,9+6,9 19,6%3,79 0,05
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[Tpomomxkenne Tabauipl 6.12

OJIA OaKTI/IBHOI/I KJIETOYHOU 517462 52 3+1.04 0,23
Macchl, %
OIS ) CKEJIETHO-MBIIIIEYHON 4614113 45 9+12.3 0,45
Maccel, %

Ha ¢one npoBoaumoi auerorepanuu y 28 nereid OTMEUYEHO HE3HAYMTEIbHOE
yBelInueHue %o KUPOBOI MaCCHI.

VY cTaHOBIIEHO, YTO MPOIEHT NMAMEHTOB C U3HAYAJIIBHO CHHKEHHBIM IMOKAa3aTelIeM
Z-SCOre aKkTUBHOW KJIETOYHOM Macchl (<-1), KOoTOpas CBHIETEIHLCTBYET O JACQHIINTE
OEJIKOBOr0 KOMIIOHEHTA MUTAaHUS, HA (JOHE HyTPUTUBHOU MOICPKKH YMEHBIIUICS C 75
n0 58% 3a cuer yBenMYEHHS MOTpeOJeHUS OelKka W JIHEPruH, MOCTYMAaBIIUX CO
CHeIMaIn3uPOBaHHBIMY TpoaykTaMu. Ha oHe nmpoBoauMoi HyTPUTHUBHOM TOIIEPKKA

OoTMeYeHO yBenmdeHue (B 2,6 pasza) MpoIeHTa AeTe ¢ HOpMaJIbHOU TOIIeH MacCou Teja

(c 69 no 88%) (Pucynok 6.10).

0
210 19% 12%

5894
75% ° B sopva

B zcounur

519% 88%

69%

42%
25%

Kupopasi Tomas macca AKTHBHasi
macca KJIeTOYHAas
macca

Kupopasn Tomas Mmacca AKTHBHAs
Macca KJIeTOYHast
Macca

Pucynox 6.10 - Jlunammka mokaszateneit (%), XapakTEepU3YIOIIUX COCTaB Teja C
ucnosibzoBanueM bUA y manueHToB ¢ AeTckuM 1iepeOpaibHbIM TapaiiyoM A0 (a) ¥ Ha
¢doHe HyTpUTHUBHOM TIoIepkKH (0) (N=26)

B nporiecce HacTosIero uccae1oBaHus pa3paboTaH alropuTM TUETOIOTHIECKOTO
COIMPOBOXK/ICHMSI TALIUEHTOB C IETCKUM LepeOpaIbHbIM TapaIMuOM, KOTOPbII HAPaBIIECH

Ha paHHEC BbIABJICHUC OOJBHBIX CO CHIKCHHBIM HYTPUTHUBHBIM CTATYCOM U YCTPAHCHHC

HpO6J'IeM npn mOpueMe MNIUIOU, YTO IIO3BOJIACT OpPraHU30BbIBATH CBOCBPCMCHHYTIO




118
a/ICKBaTHYI0 HYTPUTHUBHYIO MOJJEPKKY. AJTOPUTM OKa3ajcsi BBICOKOA((HEKTHUBHBIM,
Onmarojaps NPOBEACHHUIO PETYJSPHOTO BpaueOHOrO0 KOHTPOJIL 3a COCTABOM JIMETHI
nanuenToB ¢ JIIII, ocymecTBieHne HEOOXOIUMON KOPPEKIMH JI€4eOHOTO palyoHa U
HA3HAYEHUIO CIEHHUAIM3UPOBAHHBIX NPOAYKTOB, a TAK)KE KOHTPOJIO 33 JUHAMUKOU
aHTporoMeTprUeckux mnokazatenei (Pucynok 6.11, Ipunoxenue B).

Takum oOpazom, Ha (oHE KOMIUICKCHOM peaOuIuTalid C BKJIIOYCHUEM
pa3pabOTaHHBIX HAMH MOAXO0J0B K OpraHu3aliy JIeYeOHOro MUTAHMS Yepe3 6 MeCsEeB y
OompmmHcTBa  (88%) mMAIMEHTOB OTMEYEHO YJIy4YlIeHHE OOIIEero COCTOSHHS,
YMEHBUIEHUE BBIPAKEHHOCTH OPOMOTOPHON AUCHYHKUMU U MOJOKUTEIbHAS TUHAMUKA

MTOKA3aTeJIeH, XapaKTepU3yOLMI HYTPUTUBHBIN CTAaTyC.
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Jletu ¢ nerckum mepeOpaibHBIM IMapaTnioM

KOHCYJIBTAIMS TUETOJIOTa, OI[CHKA HyTPUTHBHOI'O CTaTyca, OleHKa
CMOCOOHOCTH MPUHSITUS TTHUIIU U XKHUIKOCTH
no wkaie EDACS

v v

aJICKBATHBIN HYTPUTUBHBIN CTATYC

!

i

HEAOCTAaTOYHOCTDb ITMTAaHUA

i

l

I-11l ypoBeHb
o mkaixe EDACS

IV-V ypoBens
o mkaiae EDACS

I-11l ypoBens
no mkaixe EDACS

IV-V yporens
o mkaine EDACS

l

i

iasas ueTa,
KOHTPOJITh
MoKa3aTesek
HYTPUTHBHOTO
craryca 1 pa3 B 6
MeECSIIEB

=

a¢ hekTuBHO

maasmas 1ueTa,
moaoop
KOHCHUCTCHIIUH,
HCTIOJB30BaHUE
3aryCcTUTENEH,
JKUJIKOM ITHIIH,
MOCTypajbHAS
Tepanus

l

OIITUMU3AHA
IIUTaHusd,
maasamas guera +
SHTCPAJIbHOC
IIUTAaHUC METOJOM
CHUITMHIa

v

HE
3¢ PeKTUBHO

v

3 pexTHBHO

l

30H/I0BOE TMUTAHHME,
JIOTIOJTHUTETBHOE
HJIN I1IOJIHOC
SHTEpaIbHOE
MUTaHUE

HE
3¢pPeKTUBHO

v

HEe00XO0OUMOCTh
30HI0BOrO
MUTaHUsA
boiee 8 Hemeb

npu Hannuuu ['9Pb
racTpoCTOMa C
byHpommMKanuei

racTpocToma

Pucynok 6.11 — Anroputm AUETOIOrHYECKOTO COMMPOBOXK/ICHUS MAIMEHTOB C JETCKUM
1epedpaibHbIM MapaIMYOM B 3aBUCUMOCTH OT UX HYTPUTHUBOTO CTaTyca 1
BBIPAKEHHOCTH OPOMOTOPHOM AUCHYHKIIUU
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6.5 Kiinnuveckue npuMepbl

Knunuueckuii npumep No2: [layuenm A, 7 nem, Habarooaics 6 omoenreHuu
ncuxonesponozuu u ncuxocomamudeckou namonocuu PI'AY « HMHUIL] 300posbs oemeti»
Mun3zopasea Poccuu ¢ ouacnozom <«Jlemckuii yepeopaivHulll napaiuy, CnacmudecKuil
mempanape3. GMFCS V. [lcesdobyrvbapusiii  cunopom. [ acmpossopaceanvras
pedhnoxcnas 6oneznb. CmpyKmypHas 2eHepaiu308aHHdAs dNULENCUsi C MOMOPHLIMU
npucmynamu. Xpouudeckuil Opouxum (acnupayuoHmoz2o e2emeza). Mukpoyeganus.
I'pybas  3a0epocka  ncuxopeuesozco pasumusi. 3anopel. Tsoicenas — 6enxogo-
SHepemuyeckas HedoCMAamouHOCHb Y.

Kanobvl pooumeneti Ha NOCMOsSIHHOE NONEePXUBAHUe Yy pebeHKA 80 8peMsl npuema
nUWU, Yacmole INU300bl PEOMbL 80 8PeMsi KOPMAEHUS, HUZKYI0 MACCY mead, CKIOHHOCHb
K 3anopam.

Pesicum numanus me cobarodancs, mamv yacmo KOpMuia pebeHKa 80 CHe.
Annemum cHudiceH, nayueHm He CnocoOeH Bblpadcamv Yy8CMeEo 20100d U HACHIUEeHUS.
Kpamnocmv kopmnenust 0o 4 paz 6 0env, KOpMUILCSA U3 JONCKU Y Mamepu HA pyKax, 8
BbIHYIICOEHHOM noaoxceHuu. ITluwa npeumywecmeenno niOpeoopasHas, nvem u3
bymolnouxu. Payuon oegpuyumen no benxkosvim npooykmam. msco 0o 60 2loens, meopoe
— 1-2 pazalueoenio, pviba 0o 70 2 - 1 paszl2-3 neoenu.

Annepeuueckux peaxkyutl Ha nuwesvle NPOOYKMbl He OMMEUEHO.

Ilpumepnwlii payuon: 3a6mpaxk — Kauia pacmeopumdas HA NOJOBUHHOM MOJOKe
(oovem nopyuu 100 mn). Obed — cyn-niope Ha mscHom OyavoHe, msaco 30 2 (kypuua,
206s0una). Tlononux — gppykmosoe niope (50 2). Yowcun — kawa pacmeopumas Ha 800e
(oovem nopyuu 100 mn) + msacnoe nope (30 2). Ileped cHom — KUCTOMOIOUHBIU HANUMOK
-150 ma.

Ilpu oyenxe gpaxmuueckoeo numanus y pebeHka evisigier oepuyum nompeoneHus
benxa (36%) u snepeuu (62%).

Jlanuvie ocmompa: obujee cocmosinue maxcenoe no 0CHOBHOMY 3a00Ne8AHUI0, NPU
OCMOMpPe COHNUBDLU, NONONCEHUE BbIHYIHCOeHHOe. KoowcHblli nokpos 61e0H0-po308uli,

yucmoll, cyxou. [lookoxcnas kiemuamra evipadxcena caabo. Causucmovie 000104KU
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yucmoule, po3ogvle. Ayckynrbmamuéno 6 JecKux ObiXaHue 6e3uKyIaApHoe, oouaue
NPOBOOHBIX XPUNOB No 8cell nosepxuocmu epyonoul kiemxu. I 19/munymy, SPO2 97%.
Obnacmob cepoya 6u3yanvHo He usMeHeHd. AYCKYIbmAamueHO MOHbl cepoya 38yuHble,
pummuynvie. YCC 110/munymy. Kueom mne 630ym, msexkuti, oocmynen 21y60Kou
nanonayuu. I[leuenv u cenezenka He nanbnUpyemcs. 3anopvl, cmyl MOAbKO NOCIE
CMUMYTAYUU.

Macca mena 19 ke, pocm 121 cm. Anmponomempuueckue OaHHble C
ucnoavzosanuem npoecpammor BO3 « WHO AnthroPlus»: Z-score unoexc maccor mena/
eo3pacm —

(-5,09), Z-score macca mena/sozpacm (-2,88), Z-score pocmlsospacm — (-2,4), umo
COOMBEMCME08AI0 MANCENOU HeOOCMAMOYHOCIU NUMAHUS.

Ilo oannvim xanunepomempuu (Tabauya 6.13) xooicno-dcuposas ckiaoka HAo
mpuyencom pagua 5 mm (Z-score = -1,79), koscHo-scuposas ckiaoka noo 1onamkou —
mm (Z-score = -1,17), m.e. nonyueHo HopmanvHoe (26%) npoyenmHoe codepiicarue
HCUPOBOU MACCHL.

IIlpu oyenxe cocmasa mena memooom buoumnedancro2o ananuda (Pucynok 6.12)
8bIAGIIEH HU3KULL YPOBEHb JHCUPOBOLL Maccyl mena (Z-Score = -3,3), mowell maccol mena
(Z-score= -2,6) u axmusHou kiemounou maccwl (Z-SCOre= -3), umo u ykaszviéaem Ha
HeooCmamoyHoe yceoeHue u/unu nocmynienue oenxa c nuweu. Kuposas macca = 20%.

Taxcenoe cocmosinue pebenwka, nonepxueaxue U peoma npu KOPMIEeHUU,
BbIPANCEHHAS HeOOCMAMOYHOCHb NUMAHUS, PUCK NOCMOAHHOU ACRUPAYUU NOCTYHCUNU
OCHOBAHUEM K YCMAHOBKE 2ACMPOCMOMbL OJisl NPOBEOEHUS IHMEPATLHO20 KOPMAEHUSL.
Mamw nayuenma 6vi1a NPOKOHCYIbIMUPOBAHA NCUXONO2OM U OUemOon02oM. Manunynsayus
no ycmawogke cmomvl npowinia wmamuo. Kopmaenue uepe3 2acmpocmomy:
UBOKATIOPULIHBILL NPOOYKM HA OCHO8E 2UOPOIU3AMA MOJIOYHO020 benxka 8 ooveme 0o 900
ma/cymru, uz pacuema 150 mn 6 pazloens uepes xasxcovie 3 uaca ¢ HOUHBIM NEPEPLIBOM,
a makdce Hamypaibhsle U 20MOSEHUZUPOBAHHbIE NPOOYKMbL NPOMBIUIEHHO20 8bINYCKA

(kKawiu, 08owu, MACHble Nope, Meopoz).
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Tabnuna 6.13 — [Mokazarenu kanunepomerpun [lamuenta A, 7 ner

ITokazaTenu KaTunepoMeTpuun Pesynprar Z-score
KXCT 5 MM -1,79
KXKCJI 7 MM -1,17
ITponeHT KUPOBOK MACCHI 26% (HOpMaJIbHBII)

Higexe macent rexa ‘47
apomat acea (xr), !"

'
]
)
)

Toustreacea (xr) [E'é

AXTHE )RR KTETODRA
Jom axmimnoi kom0 | i,
nacest (%) 1 g B

CreneTHo e 06 -V
matea (x1) I ke ‘ZEI

Jons cxenemi-snue ook |

Vi 0cH0B Rk
ofuei (Rearxeaucyr) - }J = o

(0hgan Axemvocts (xr) v

Brexnervionn sxpocms

Coomouwerne Tuues/ Gega i k‘ﬁ ¥ UE‘I jm.;

Kucendans m J‘V
TOUERTY AXOBOK Maceh! 08 IWE 4 2 I 43
(ooperone) Herowpore ~ $woveccrompr Hopn Hmvsssiee  Ougene

Pucynok 6.12 — Ilokazarenu 6unonmnenancomerpuu [laruenrta A, 7 net

Cnycmsa 6 mecaues, pebenok Ovi1 npokoHcyIbmMuposan ouemonocom. Co cios
mamepu, 04esUOHoe YIyyuleHue Kauecmaea HCU3HU CeMbl 3a Cuem COKpaueHus 8pemeru
KOpMJIeHUsl pebenKa, Omcymcmaust peom.

3a ykazanmnwiii nepuoo ommeuena npubaska 6 macce meaa (+3,5 xe), 6 pocme (+4
cm). Veenuuenue npaxmuuecku 6 2 paza ecex anmponomempuyeckux nokasameneti. WAZ
(macca mena/k 6o3pacm) cocmasun ¢ -2,88 0o -1,67; HAZ (pocm/x so3pacmy) ¢ -2,4 0o
-1,2 u BAZ (unoexc maccer mena/k 6ozpacmy) c -5,09 0o-2,4. Bce nokazamenu
NPUOIUBUIUCH UTU BOULTU 8 CPeOHeso3pacmHble Kopudopwl. 1o oannvim BHA makowce

ROJLYYeHa noaoxcumenvhas ounamuka (Pucynox 6.13 u 6.14).



Pucynok 6.13 — ®ortorpadus [Tanmenta A, 7 J1eT mociie MOCTaHOBKU TaCTPOCTOMBI

| | u
WAZ mHAZ mBAZ M KMpoBas macca Il Towan macca M akTMBHAA KAeTOYHas macca

J10 Ha3HAYCHUS crycTst 6 MecsIEeB OT 710 Ha3HAYCHUA CITyCTst 6 MECSLEB OT
HYTPUTHBHON MOJJEPKKK Hauaja nposeaenus HIT HYTPUTHBHOMN MOINEPKKK Hayana nposenenus HIT
0 0
: I . . I E
] 1.2 -1
2 -1.67 3
1.5 13
-3 2.4 2.4 -4
-2.88 -2 19
-4 -25 ' -2.1
-5 -3 -2.6
6 -5.09 35 -3

-3.3

Pucynok 6.14 - JluHamuka mnokazaTelneil aHTPONOMETPUH U OHOMMIIEIaHCOMETPUU
[TanmenTa A. 7 €T, IOJIy4YaroIIero HyTPUTUBHYIO OJIEPKKY

Taxum obpazom, nomyuena HNO3UMUBHAS OUHAMUKA HA (HOHe op2aHuzayuu
A0eK8amHO20 NUMAHUsL C UCNONIb30BAHUEM CREYUATUSUPOBAHHOU CMeCU 8600UMOl Yepe3
2acmpocmomy, KaxK co CMOpPOHbL AHMPONOMEMPUYECKUX OaHHUIX,

maxk u meyenus 3a001e6aHUsl U NOBbIUEHUS KAYeCmEd HCUSHU p€6€HKa u cemvu 6 Ye€joM.
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Knunuueckuii npumep Ne3: Illayuenm K, 4 2o0a, nabarooanca 6 omoeneHuu
ncuxonesponocuu u ncuxocomamuveckot namonocuu PI'AY « HMHUIL] 300poswbst demetiy
Munszopasa Poccuu ¢ ouacnosom «/lemckuti yepeOpanouviii napaiuy, cnacmuieckas
ounnezusi. GMFCS 1ll. 3aoepoicka ncuxopeuesoco pasumus. Konmpaxmypwl cycmagos
BEPXHUX U HUJNCHUX KOHeyHocmel 3anopwl. Tsoicenas 0enKko8o-3HepeemuyecKkas
HeO00CmamoyHoCmv».

Kanobvl pooumeneu Ha nioxyrw npubasky pebewka 6 6ece, mMpyOHOCHU HPU
JHCEBAHUU U 2TIOMAHUU, CHUNCEHHBIU annemum, CKIOHHOCHb K 3aNOpam.

Peoicum numanus ne cobnrooancs, 1ooum maxapoHHvle u KOHOUmMepcKue uoenus,
80061 nvem mano. Payuon obeonen denxosvimu npooykmamu: msco 40-50 2 6 Oenw,
meopoe — 2 pasa 6 Heoeo, pvioa 1 paz 6 2 nedenu, xcuoxkue MoJI04UHblIE NPOOYKMUbL.
Annepeuveckux peaxyuil Ha nuujegvle NPOOYKmMuvl He ommeuanocv. Ilepuoduuecku
B03HUKAIU INU300bL NONEPXUBAHUE NPU NpUeMe NULYU.

Ipumepnolii payuon: 3a6mpax — Kawia MONOYHASL C 000A8IeHUEM CIUBOUHO20
macaa unu omaem (06vem nopyuu oxono 100 2). Obeo — cyn na mMsacHom 6yiIbOHe, MACO
50 2 (xypuya, coesouna), komnom 100 ma. [lonoHux — hpykmot unu cradocmu (neuenve,
uokonao). Yaicun — maxapomnwi/oeowu 6 3anewernom eude — 200 e, uaii c caxapom. Ilepeo
CHOM — KUCTIOMOJIOYHbIU Hanumok -150 m.

Oyenka gpaxmuyecko2o numarus nokasaia oepuyum nompeo.nenus denxa (21%)
u snepeuu (42%).

bBvina nposeoena oyenxa b6ezonacnocmu u d¢hghexmuenocmu NPUHAMUSL MUY 1O
wxane EDACS, y nayuenma ewvisisnen |l yposens, umo ykazvieaem na nexomopwie
ocpaHudenus 6e3onacHocmu u d¢hekmusHocmu NPUHAMUS RUWYU U HCUOKOCIU.

Hannvie ocmompa: obwee cocmosnue cpedHeti cmeneHu msaxHcecmu no 0CHO8HOMY
3aboneganuio. KodcHvlil nokpog 01e0HO-pO306blil, YUCMbLU, C YYACMKAMU CYXOCHU.
THookoxcnas xknemuamxka pazeuma cirabo, pacnpeoeieHa pasHomepno. Crusucmole
000104KU YUcmole, po3osvie. AyCKyIbmamueHo 8 1e2Kux OblXauue 8e3uUK)isApHoe, XPUnoa
nem. Y 20/munymy, SpO2 98%. Obracms cepoya 6u3yanvbHO He U3MEHEeHd.

Ayckynomamueno mounwt cepoya 38yunvie, pummuunvie. YCC 107/ munymy. Kusom He
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830ym, MAcKUl, oocmynen 21yookou naronayuu. Ileuenv u cenezenka He nanbnupyemcs.
Cmyn - CKIOHHOCMb K 3aNOpPaM.

Bec 14 ke, pocm 100 cm. Z-score sec/sozpacmy— (-3,09), Z-score pocm/eospacm —

(-2,58), Z-score UMT/sospacm — (-2,01), umo coomeemcmeosano msoicenoi
HeooCmamoyHoCmuy NUMaHus.

Ilo dannvim Kanunepomempuu KOMCHO-JHCUPOBAS CKIAOKA HAO MPUYENCOM PaBHA
2,6 mm (Z-score = -3,86), KodcHO-dHCUPOBAsL CKIAOKA noo Jonamkou — 4 um (Z-score = -
1,33), ycmanoereno HopmanvbHOe NPOYEHMHOE COOEPAHCAHUE AHCUPOBOU MACCHL Y
nayuenma — 24%, maxum o6pazom pebenox ¢ maxcenol HedoCmamoyHOCmMbI0 NUMAHUsL
uMe A0eK8AMHbIU NPOYEHN HCUPOBOU MACCHI.

Mamv pebenxa Oblia NPOKOHCYILMUPOBAHA OUEMOTI020M, PEKOMEHO08AHA
waoawas ouema ¢ UHOUBUOYAILHLIM NOOOOPOM CMENneHU UMeNbUyeHUs U meKydyecmu
01100, ¢ BKIIOYEHUEM CNeYUATUUPOBAHHO20 NPOOYKMA-3A2YCMUME.

Ha ¢one neuenus u ouemomepanuu (uepes 6 mecsayes) ommeueHo obecdueHue
npoyecco8 20manus, NOJ0ACUMENbHASL OUHAMUKA MACCcOo-pocmossix nokasamerneti WAZ
(macca mena/sozpacm) yeeauuuics 6 1,5 paza u cocmasun -2,1; HAZ (pocm/sozpacm) -
6 1,5 pasza, (-1,6) u BAZ (unoexc maccer mena/sospacm) - ¢ 2 pasza (-0,9), umo

ceudemenbcmeosano 0o dggdexmusnocmu nposooumo ouemomepanuu (Pucynox 6.15).

B WAZ 1 HAZ mBAZ

CITYCT: 6 MCC}IHGB OT Ha4aJ1a IMPOBECACHUA
J10 Ha3HAYCHU A HyTpI/ITI/IBHOI/I TIOAACPKKN
0

-0.5 -
-1
-1.5
-2
-2.58

-2.01

-3.5 -3.09

Pucynok 6.15 - Jlunamuka nokasateneit antpornoMmerpun namnuenta K. 4 roga Ha ¢oHe
HYTPUTHUBHOU MOIEPKKH
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Knunuueckuii npumep Ned: Ilayuenm H, 12 nem, mabnoodancs 6 omoenreHuu
ncuxonesponocuu u ncuxocomamuveckot namonocuu PI'AY « HMHUIL] 300poswbst demetiy
Mun3zopasa Poccuu c¢ ouacnosom «/{emckuti yepeOpanouviii napaiuy, cnacmuieckas
eemunneeus. GMFCS 1l. 3adepocka ncuxopeuesoeo pazeumus. Bapycuas deghopmayusi.
3anopwviy

Kanobvl pooumeneii Ha uzdoupamenvHulll annemum pebeHKd, CKIOHHOCHb K
3anopam.

Pesxxcum numanus cobnodancs, npeonoumenue o0moasaloC, MAKAPOHHLIM,
X71e000YN0UHbIM, KOHOUMEPCKUM U30eNUAM, HcUOKocmu nompebasem mano. Payuon
oehuyumen no benxkosvim npooykmam: msaco 0o 100 2loenv, meopoe — 200 2/ neoenio,
pblOy He ynompebisem, HCUOKue MONOYHble NPOOYKmbl. Annepeuueckux peaxyuil Ha
nuwjesvie npooyKmbvl He OMMeEUEHO.

Ipumepnolii payuon: sasmpax —omaem uiu maxapouwl (06vem nopyuu 100-150 2),
caaoxuu yai. Qbed — cyn nHa mMacHom 6yavore, msaco 50 e (Kypuya, 20830uHa), KOMHOM
100 mn. [lononuk —cnaoocmu (neuenve, wokoaao, oynrouxa). Yocun —kapmoghenv (nope
unu 3anevwennulll 8 oyxosxe)— 150 e + 50 2 kypuya, xomnom/caaoxuii yau. Ileped cnom —
KUCTIOMOJIOYHbIL Hanumok -150 m.

Oyenka gpaxmuyecko2o numarus nokasaia oepuyum nompeo.nenus denxa (12%)
u snepeuu (22%).

bBvina nposeoena oyenxa b6ezonacnocmu u d¢hghexmuenocmu NPUHAMUSL MUY 1O
wrxane EDACS: evisenen |l yposenv (psomwvl u nonepxusanus npu npueme nuwu He
OMMeUeHo).

Lanunvie ocmompa: Obwee cocmosanue cpeonel cmeneny maxcecmu no 0CHO8HOM)
3abonesanuio. Kooicuviii nokpoe 01e0H0-po306ulil, YUCMbLU, YMEPEHHOU GIANCHOCTU.
llookoorcnas knemuamka pazeuma y0061emeopumenbHo, pacnpeoeieHa pasHOMEPHO.
Crusucmvle 0007104KU  yucmvle, po3oevie. AycKyibmamueHo 6 JecKux ObIXaHue
sesuxynaproe, xpunos uem. Y/ 17/munymy, SpO2 98-100%. Obracme cepoya
8U3YANTLHO He UMeHeHd. AYCcKyIbmamusHo momnsl cepoya 38yunvle, pummuutvle. 4CC
86/munymy. Kusom He 630ym, msekui, docmyneH 2iyooxou nanvnayuu. Ileuenv u

cenezenka ne nanvnupyemcs. Cmyn CKIOHeH K 3anopam.
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Bec 28 ke, pocm 136 cm. Z-score eec/sozpacmy— (-0,09), Z-score pocm/sozpacm —
(-0,58), Z-score UMT/6o3pacm — (-1,01), umo coomeemcmeosano cpedHeso3paACmMHbIM
nOKa3ameJism.

Ilo dannvim Kanunepomempuu KOMCHO-IHCUPOBAS CKIAOKA HAO MPUYENCOM PasHa
3 mm (Z-score = -1,86), KoodcHo-dcuposas ckiaoka noo jonamkou — 6 mm (Z-score = -
1,43), m.e. nonyueno nopmanvHoe (28%) npoyenmmuoe coodeparcanue HCupoeol MAaccol y
nayuenma.

Mamv  pebenxka Oviia NPOKOHCYILMUPOBAHA Ouemono2om. Pexomenoosana
waoawas ouema ¢ YBeludeHuem KOJIUHeCmed HAMypaibHblX —BblCOKODENIKO8bIX
npodykmos (bnoda uz msca, pwibvl, AuYy), MEOPo2 U Cblp, d MaKdxice 08ouell,
coodeparcauyux Kiemuamexy.

B meuenue 6 mecayes mamv cmpoeco codn00ana pekomeHoayuu no 0peanu3ayuu
U npoeedeHuro ieyedH020 NUMAHUSL 8 OOMAwHUX yciosusax. llpu xamamnecmuueckom
HaOMOOeHUU OMMeYeHO YayuuleHue oobujeco0 COCMOAHUSL U CAMOUYBCMBUs pebeHKa,

Hopmaituzayus ¢yHKZ4u0Ha]le020 COCMOAHUA KUWEYHUKA.
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SAK/IIOYEHUE

[IporHocTHYEeCKH BaKHBIM (PAKTOPOM YCHENTHOTO JICUCHUSI OOJBHBIX C JETCKUM
1epeOpanbHBIM  MMapaandoM sBIsieTcs A((EKTUBHAS TUETONOTHYECKAs KOPPEKIIHS
HEJIOCTATOYHOCTH THUTaHUS, TaK KaK y TMAIMEHTOB C JAHHOW MATOJIOTHEH OHAa 9acTo
OCTaeTCsl HE3aMEUYCHHOM JI0 Pa3BUTHUS BRIPAKEHHBIX HAPYIIEHUH HYTPUTUBHOTO CTATyCa.
Bmecte ¢ TeM, paHHSS AMArHOCTHUKA M yCTPAaHCHHWE HEIOCTATOYHOCTH MUTAHHUS MOTYT
MOJIOKUTEIHHO TIOBIUATh Ha TEUCHWE M TPOTHO3 3a00JICBaHUS HEPBHOW CHUCTEMBI,
YIIYYIIUTh Ka4eCTBO )KU3HU peOeHKka u cembu [11, 21].

B cBf3M C akTyanbHOCTBbIO JaHHOW mMpoOJieMbl BIIEpBbIE ObLIa IPOBEICHA
KOMITJICKCHAsI OIICHKAa HYTPUTHBHOTO cCTaryca JeTed CO CHacTHYeCKuMHu (hopmamu
JIETCKOTO liepeOdpabHOTO TMapajnya B COOTBETCTBUU ¢ pekomeHnanusimMu ESPGHAN
(2017), BxarOYaBIIAs aHAIM3 CTAHJAPTHBIX AHTPOIOMETPUYCCKUX HMHICKCOB (C
ucnonb3oBanueM mporpammbel  WHO  AntroPlus), aibTepHaTHBHBIX TapaMETpPOB
(u3MepeHre BBICOTHI KOJICHA ¢ MOMOIIbI0 ruOkoro antpornomerpa Cescorf (NutriActiva,
CIIIA)), cocraBa Tena (KaqMIEPOMETpPHs, OHOMIICTAHCOMETPHUSI), a TakKXKe OIICHKY
(aKkTHYeCKOro MUTAaHMUA C TOCJIEAYIONEH TUETOJIOTHYECKON KOppeKIuen JeuyeOHbIX
paunonos [34, 36, 48, 140].

JIJis OlleHKM HYTPUTUBHOTO CTaTyca MAIlMeHTOB CO CHACTHUYECKUMHU (popMaMu
JeTCKOTro mnepedpanpHoro napaiuda oocnenoBano 102 pedbeHka B Bo3pacTe oT 2 JeT 10
16 net 9 mecsaues (Me Bo3pacTa 5,8 5eT): AeTH OBUTH pa3/elieHbl HAa JIBE TPYyMIbL: 53
(51,9%) pebenka cocTaBuiaM Tpymnmy | C TSKEIBIMH JBUTATEILHBIMU HAPYIICHUSIMHU
(GMFCS IV-V yposum), 49 (48,1%) nmereit - rpymiry 2 ¢ JETKUMH U YMEPCHHBIMHU
neuratenbHbiMi - HapyumieHusiMu  (GMFCS  I-III  ypoBHM). AHanu3 TeHAEPHOTO
COOTHOIIICHHUS TTOKa3ajl, YTO cpeau OONBHBIX mpeobiamanu Manpunku - 58 (56,9%),
neBouek Obl1o 44 (43,1%). 13 obmero umcia mamueHToB, mosoBuHa (49,1%) nereit
HaXOJIUJIaCh B BO3pACTE OT 2 710 5 JIeT, cpeiu KOTOPBIX Mpeodiiafany 00JbHbIE TPYNbI 1,
35 (34,3%) - B Bo3pacte ot 5 10 10 mer u 17 (16,7%) - B Bo3pacte ot 10 o 18 ner.

Baxxno ormeruth, uro OosbIIMHCTBO Jjered (n=82/80,4%) mpoxomauin

cTanoHapHoe jedyeHue Brepsbie, 20 (19,6%) — moBTOpHO.
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JlaHHbIE TEpUHATATHFHOTO aHAMHE3a YKa3blBAIM HAa TO, YTO C HCIIOJIH30BAaHUEM
BCIIOMOTATEIbHBIX PENPOTYKTUBHBIX TEXHOJIOTHA (9KCTpaKopIropasTbHOE
OIUIOOTBOPEHNE) ObLIM 3auathl 6 (5,9%) nereit, y 47 (46,1%) maTepeii 6epeMeHHOCTh
MpOoTeKaNia ¢ MPEIKIAMIICHeH pa3IUYHOW CTEMEeHU TSKECTH, Yrpo3a TMpephIBAaHUS
O6epemenHocTH OoTMeueHa B 18,6% ciydasx, B CBA3M C yKa3aHHOW marosiorueu 25
EHIIMH ObLIM rocHuTaIu3upoBanbl. bonee nomoBunsl (53,9%) aeteit poawkch myTeM
KecapeBa CeUeHHs, B Tpynme | MpOIEHT AeTeH, pOKACHHBIX OMEPATUBHBIM ITyTEM, OBLT
3HAYMMO BBIIIE U COCTaBUI 68%.

BonbinacTBO (66/64,7%) neteit ponunuch HeqoHOIEHHBIMU, U3 HUX 31 (30,4%)
pebeHok umen Hu3kyro maccy tena (1500-2500 r), 24 - ouens Hu3kyto (1000-1500 r), 7 -
AKCTpeMaibHO HU3KYI0 Maccy Tena (<1000 r). Huskue onenku no mkaine APGAR ot 1
10 6 6amioB oTMedeHsl y OoabmuHCeTBa (N=79/77,5%) nerei, npu 3ToM B rpynne 1 oHu
IUAarHOCTUPOBAINCH dvamle, 4eM B rpymmne 2 (85 VS 69% CcOOTBETCTBEHHO.
PeannmanrionHble MEPONPUSITHS, UCKYCCTBEHHAs] BEHTUJISILIUS JIETKUX MOCTIE POXKICHUS
notpedoBanuck 34 (33,3%) O0NbHBIM U3 TPYIIIHI 1.

YcTaHOBIEHO, YTO MAIMEHThl TpyNnbl 1 C TOKEIbIMU JABUTATEIbHBIMU
paccrpoiictBamu ctaructudecku 3HaunMo 4vamie (p<0,001) mmenu COMyTCTBYIOIIYIO
MaTOJIOTHIO - cUMITTOMaThu4eckyo snwierncuto (30/57%), acnupallmoOHHYO THEBMOHHIO
(26/49%), xponuueckue 3amopbl (36/68%), HEHPO-OPTONEAUIYECKYIO MATOJIOTHIO
(20/38%), opomoTopHyto aucdaruto (22/41%), 4To CBSI3aHO C TAKECTHIO MOPAKCHUS
TOJIOBHOT'O MO3I'a M COBITAIaeT ¢ pe3yibTaraMu uccieaoBanus R.A. Garcia u coast.(2020
r), BKItouagirero 44 naruenTa ¢ {1 [140].

Ananu3 ankeTupoBaHus poautene nmauueHToB ¢ JIII Ha mpeamer Hamuuus
HapyIIeHWHA TPU TPHUEME TIHINW, BBIIBUJ B3aMMOCBSI3b OPOMOTOPHOW Aucharuu c
MOKAa3aTeJIIMI HYTPUTHBHOTO CTATyCa, a TAKXKE C TSDKECTHIO IBUTATEIHHBIX HAPYIIICHUH.
VYcranoneHo, uto Bce netu ¢ ypoBHeMm IV-V mno cucreme knaccudukannun GMFCS
HY>KIQJIUCh B TMOCTOPOHHEW IMOMOIIM MNpU KOopMJeHuH, y OonbmmHcTBa (39/74%)
MAIMEeHTOB MPOJIODKUTEIILHOCTh KOPMIICHHUST cocTaBisuia 6osiee 30 MUHYT, B TUTAaHUU
npeBajiupoBaja nporepras numia. boynee nonosunsl nereit (64%) qaHHOW TPYMIbI, KaK

OCJIO)KHEHHUS! OCHOBHOTO 3a00sieBaHusl, uMenu pecnupatopusie (40/75%) u xenyao4Ho-
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kuieyHsie HapymeHus (38/72%). CuMIToMbl actiipaluu NpucyTcTBOBaM y 26% netei
rpynnel | w He ObUIM OTMEUEHBI HU y OmHOro pedéHka u3 rpynmsl 2 (p<0,001).
Pesynbrarel Haimeir paOOTHI COBIAJAIOT C JAHHBIMU, MOJYYEHHBIMH 3apyOeKHBIMU
HCCIIEIOBATESIMU, T/I€ CAMBIMU PAaCIIPOCTPAHEHHBIMH IIPOOJIeMaMu MUTAHUA Yy JIeTeH ¢
JUIT 6putr monépxuBanus enoit (56% ), mpoI0KUTEIFHOCTh KOpMIIEHHS Ooiee 3 4acoB
B CyTKH (28%), TpyaHOCTH ¢ )eBaHueM (26%) [30, 41, 82].

IIpu omneHke COCOOHOCTH TPUHATHUS MUIIM M KUAKOCTU MO KiIacCUDUKALUU
EDACS y nereii rpynnel 1 B 10 pa3 uvame HaOmogaluch paccTpoOMCTBA, KOTOPbIE
COOTBETCTBOBIM  ypoBHAM  IV-V,  xapakrepu3oBaBIIMMCS  3HAYUTEIbHBIMU
HapyIIEHUSIMH 0€30MacHOCTH BO Bpemsi kopmienus (cumnrombl [OPB - 38/72%,
acriparmu - 14/26%) u >pPeKTUBHOCTH MHUTaHUS (TPOJOKUTEIIBHOCTh KOPMIICHHUS
oonee 30 munyt — 39/74%, nmoctopoHHss nmomours mpu kopmieHuu — 100%), yem B
rpynne 2 (58% u 4%, coorBercrBeHHo, p<0,001). B rpynne 1 V ypoBeHb, KOTOpBIi
yKa3blBa€T HAa HEBO3MOXKHOCTb oOecreueHuss O6e3omacHoro u 3P¢GEeKTUBHOrO MpuemMa
nuiy, umenu 6 (11%) nereil.

IIpu nmoctyrmieHun B KIMHUKY BceM mauueHtam ¢ JIII mpoBoaunu oueHky
CTaHJApTHBIX AHTPONOMETPUYECKUX TIOKa3arejaed (macca M JjuHa (pocT) Tena,
OKpPY)KHOCTh cpenHed Tperu 1wieda) [32, 46, 52]. Ilpu HEBO3MOXHOCTH CTOSTh,
U3MEPEHUE POCTAa MPOBOJIUIOCH CETMEHTapHBIMM METOJAaMH B TOJIOKEHUHU JIekKa
CAaHTUMETPOBOM JIEHTOM U TyTEM U3MEPEHHUSI BBICOTHI KOJIEHA C TOMOILbIO aHTPOIIOMETPA
C JaJbHEMIIMM pacdyeToM pocTa, uyTo B Poccuiickon denepanuy BIIIOJIHEHO BIEPBBIE.
OTcyTCcTBUE CTATUCTUYECKW 3HAYMMOW Pa3HUIIBI B PE3yJbTaTax JaHHBIX HU3MEPEHUI
MO3BOJIIET PEKOMEHJOBaTh HCIOJIb30BAaHUE METOAA CErMEHTAapHBIX HW3MEPEHUN B
TOJIO’KEHUH JIE)KA B IIOBCETHEBHOM MPAKTHUKE C 1I€JIbI0 MOHUTOpUHTA pocTta aeren ¢ (LI

B oOme# rpymme (102 mamuenta ¢ JILII) ycraHOBIeHO, 4YTO MEIMAHBI
AHTPOIIOMETPUUECKUX HHICKCOB Z-SCOIES JIJIMHA Tea/BO3pacT, pacCYMTaHHas 10 BEICOTE
kosieHa u UM T/Bo3pacT, uMeln oTpHIaTeIbHbIe 3HaUeHUs U cocTaBisum -1,44 (min -2,2;
max -0,1), u -1,44 (min -3,15; max -0,33), coorBercTBeHHO. OJHAKO, yKa3aHHBIC
WHJIEKChl CTAaTUCTUYECKH 3HAYUMO Pa3TUYAINCh MEXKIAY CPAaBHHUBAEMBIMU TIPYIMIaMU:

JCTH rpymisl 1 uMenu Z-SCOres 3HaunuMo HUKe, YyeM manueHTsl u3 rpymmsl 2 (p=0,003),
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MOJIyYeHHBIEC Pe3yJIbTaThl coriacyroTcs ¢ nanubiMu M. Dahlseng u coast. (2012) u J.L.
Walker u coagt. (2015) [53, 64].

[TomydyeHa koppensamust MEXAy YPOBHEM TSDKECTH JIBUTATEIbHBIX HAPYIICHHIM
GMFCS wu Z-scoresS aHTpONOMETPHYCCKHX IIOKa3aTelled. ITO IOATBEP)KIAeT
YCTAHOBJICHHBIM HamMu (akT, 4TO dYeM O0oJiee BBIPAKEH YPOBEHb JBUTATEIHHBIX
PacCTpONCTB, TEM HHXKE aHTponoMerpuueckue nokaszarenu aereu ¢ AL, Koppemsanus
okazaimach oOparHou ymepeHHou (r=-0,51 u r=-0,45) cTaTHCTHYECKH 3HAYNMOM
(p<0,001) ¢ wanekcom WAZ u HAZ wn oGpatHoii cwibHOU (1=-0,71) cratuctuyecku
3Haunmoit (p<0,001) — ¢ ungekcom BAZ.

HenocrarouyHocTh MWTaHWS SBISUIACh  BEIyIIMM  (PaKkTOpOM  HapyIICHUS
HYTPUTHBHOTO CTaTyca y JETeH ¢ IeTCKUM IepeOpalbHBIM TapajudoM W Oblia
ycTaHoBjeHa B rpymrne 1 B 72% ciydaes, B rpymne 2 — B 32% (p<0,001). IIpu sTom mgoms
JeTel C aleKBaTHBIM HYTPUTHUBHBIM CTaTycoM B rpynme 1 cocrasnsna 21%, B rpymre 2
— 51% (p<0,001). BaxHO OTMETHTh, YTO Yy OOJBHBIX TIpyIIbl | HapylIICHUS
HYTPUTUBHOTO CTaTyca HMMEJIM MNPEUMYLIECTBEHHO Tskenyto creneHb (31/59%), B
OTJIMYHUE OT ManueHToB rpymms 2 (8/16%, p<0,001) [38].

BriepBbie y OOJIBHBIX € JETCKUM IepeOpalbHbIM MapagindyoM MpPOBEJEHA OlEHKa
B3aMMOCBSI3H MEXJy XapaKTEPOM HYTPUTUBHOTO PHUCKA, BBISBISIEMOTO MO OMPOCHUKY
STRONGKids u mnuiieBbiM CTaTycOM. Y CTaHOBJICHO, YTO y MOJABIISIONIEIO YHCIIa
nareHToB (34/94%) ¢ HOpMaJIbHBIM IHUIIEBLIM CTATYCOM BBIABISUTUCH cpennue (78%) u
Boicokue (16%) pucku Hemocratoynoctu nutanusa. Y 54 (52,9%) nanmeHToB, yxe
MMEBIIINX HEIOCTATOYHOCTh TUTAHUS PA3TMYHON CTETICHU BBIPAKEHHOCTH YCTaHOBJICHBI
cpennue (4%) wm Beicokue (96%) puckm yrspkenenus HIL. TlomydeHHble maHHBIC
YKa3bIBAIOT HA HEOOXOAMMOCTD JJIUTEIILHOTO MPOBEICHUS HYTPUTUBHON TOMJIECPKKU C
HCITOJIb30BAHUEM CTICITHATM3NPOBAHHBIX MPOAYKTOB YHTEPATHLHOTO MUTAHUS HE TOJIHKO B
CTalmoHape, HO W B aMOYJATOPHBIX YCJIOBHSX B TeUYeHHE 6 MecsieB u Oosee mon
PETYISIPHBIM KOHTPOJIEM OIEHKH OOIIEr0 COCTOSHHSI OOJBHBIX U aHTPOTIOMETPUUYECKHUX
ITOKA3aTeIEH.

IIpu omenke cocTtaBa Tejaa ¢ UCIOJB30BAaHUEM MOAU(PHUIIMPOBAHHBIX YpaBHEHUN

Slaughter u Gurka o maHHBIM H3MepEHHsI KOXKHO-)KUPOBBIX CKJIAI0K YCTaHOBJIEHO, YTO
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y NALHUEHTOB C aJICKBATHBIM HYTPUTHUBHBIM CTAaTyCOM IPEUMYIIECTBEHHO OMPEAEIISIICS
HOpManbHbIN (72%) m u30bITOUHBIA (25%) mpoleHT >XupoBOiMl Macchl. Jlaxke mpu
BBISIBJICHHOM HEAOCTATOYHOCTH MHTaHusA y 17% nereit orMmedanach M30BITOYHAS Macca
Tena, y octambHbIX 83% - HOpMmanbHas. [Ipu ATOM, 3HAYMMBIX PATHUANA MEKIY
MPOIIEHTOM JKMPOBOM MAacChl Tella y TMAalMEeHTOB B 3aBUCHUMOCTH OT TSIKECTU
JBUTATEJIbHBIX PACCTPOKCTB (B 00€uX rpynIax) NoJaydeHo He Obl10. Pe3ynbTarsl Hamero
uccienoBanus cornacyroTcs ¢ nanaeiMu M.N. Kuperminc u coasrt. (2010), B pabore
KOTOPBIX TakKe ObUIM MOJIyYEHbl HOPMaJbHbIE MOKA3aTeNN MPOIEHTHOIO COJIEPKAHMUS
xwupa y aereit ¢ I u HyTpuTHBHON HemocTaTOYHOCTHIO [60-63].

N3BecTHO, YTO HEIOCTATOYHOCTH MUTAHUS IPUBOJUT K YMEHBIICHUIO MBIIIICUHON
1 xupoBoii Tkanu [17, 55]. Ilpu orieHke cocTaBa Tejla METOJIOM OMOMMITIETAHCOMETPUU
YCTaHOBJIEHO, 4TO Y nauueHToB ¢ LI, npossisromumcs BbIpaXKeHHBIMU HAPYILLIEHUSMU
JBUTATEIbHOW aKTUBHOCTH (rpymnmna 1) B GosblieM npoiieHTe ciiydaeB (62%) ormeuancs
neduUIUT BCeX M3Yy4yaeMbIX ToKazarenel: kupoBoil mMacchl tena (15%), Tomeit Macchbl
tena (62%), akTUBHO-KJIETOYHOU Macchl (54%) M 07 aKTUBHOM KJIETOYHOM Macchl
(62%), 4TO MOXKET CBUJIETEILCTBOBATh B IMEPBYIO OYEpe]b O HMU3KOW JIBUTAaTEIbHOU
aKTUBHOCTU JI€TEW, MPUBOJAIIEH K aTpoduu ¥ TMNOTPO(PHUU MBI, BO BTOPYIO - O
Ne(UIUTHOM THUTAHUH, TPEUMYIIECTBEHHO HEJOCTATOYHOM NOTpeOIeHUH Oenka ¢
nuiei [46]. B uccnenoBanuu A.K. Finbraten u coast. (2015) Taxxe ObUT yCTaHOBIICH
0oJiee BBICOKHMH YPOBEHb KMPOBOM MACChl TeJIa Y JIETEH C TAKEIBIMHU JBUTATEIHLHBIMU
HapyeHusIMH [65].

[Toka3zatenu coctaBa Tena ManueHToB co crnactudeckumu hopmamu I BaxxHBI
HE TOJBKO C JMArHOCTHUYECKOMW LEJIbI0, HO W JUJIsl JajJbHEUIIEero MOHUTOPUHIA 33 MX
HYTPUTUBHBIM  CTaTyCOM W  COCTABJIEHUSA  HWHJUBUAYAIbHONU  MOpOrpaMMbI
JUETOJIOTMYECKOT0 CONMpOBOXIAeHUA. Hamu mnonydeHa yMepeHHas MOJIOXKUTENbHAs
3Haunmasi koppemsuus (r=0,565, p=0,002) mnpu CcpaBHUTEIHHOM MapajuieIbHOM
WCIIOJIB30BaHUU METOJI0B OMOMMIIEJAHCOMETPUU U KaJUIEPOMETPUHU, YTO TMO3BOJIUIIO
CUMTATh UX B3aUMO3aMEHSEMbIMH.

TakuM 00pa3oM yCTaHOBJIEHO, YTO OLIEHKA aHTPONOMETPUUYECKHUX MOKa3zarenen y

nanuenTtoB ¢ JIIII mpexncraBisgeTr ONpeNeEeHHbIE CIHOXKHOCTH, a MCIOJIb30BaHUE
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nokazaresnss UMT/Bo3pact B kauecTBe €IMHCTBEHHOT'O MapKepa OLIEHKH HYTPUTHUBHOTO
cratyca st OOBEKTHUBHOW JMArHOCTUKHM HapymieHud nutanust y nered ¢ LI u
BBISIBIICHUSI HYKJIAIOUIUXCS B JUETOJOTMYECKOM BMENIATENbCTBE HEAOCTATOYHO. Jlis
aJIeKBaTHOIO aHalii3a HYTPUTUBHOTO CTaTyca M COCTAaBJIEHUS WHIUBUAYAIbHOU
MPOTPaMMBbI JICUEOHOTO TMUTAHUS HEOOXOIUMO JOMOJTHUTEIBHOE MPOBEIACHUE OICHKU
COCTaBa TeJa C UCIOJIb30BAaHUEM KaTUTIEPOMETPUH W/UITH OMOUMITETAHCHOTO aHaIN3a, U
BHEJIPUTH JIaHHBbICE METOJbI B IJIaH OOCIENOBaHUS JIETeH ¢ JETCKUM IepeOpaabHbIM
napanuiom [32].

N3yueHa BO3MOXKHOCTh MCIIOJIb30BAHUSI MApKEPOB KOCTHOTO METa0oJIM3Ma U
neHcuroMeTpun y nanuentoB ¢ JIIIT. TToayuennsle Bbicokue 3HaueHus (10 1,9 ur/mur)
noka3zarens R-CrossLaps y 72% nereid, mo3BOJWIM pacCMaTPpUBATh UX KaK MPEIUKTOP
Pa3BUTHS OCTEONEHUU W OCTeomopo3a. Y JAeTed C TKEIbIMA HEBPOJOTHUYECKUMHU
HapyIICHUSIMH, KOTOPbIE HE WMEIOT BO3MOMXKHOCTH CaMOCTOSITEIIBHO TEPEeaBUTATHCS,
BBICOKHE YpPOBHU MapkepoB pe3obiuu (B-CrossLaps) MoryT ykasbiBaTh Ha KOCTHBIC
paspyiieHus u motepu [17].

Bnepseie y manuentroB ¢ LIl mosydyeHa cTaTHUCTHYECKHM 3HAUYMMas NpsiMas
koppessiiust  (r=0,596, p<0,05) mexnmy mnokazarenem [-CrossLaps u ypoBHeM
JIBUTATEJIbHBIX PACCTPOICTB, UTO YKAa3bIBAE€T HA B3aMMOCBS3b TSKECTH JBUTATEIBHOTO
HapylUIeHUsI U KOHIIEHTPALUHA JAHHOTO MOKAa3aTesl.

[Tpu mpoBeneHnu AEHCUTOMETPUH Mokazatenb Z-score (MIIKT/cpenneBo3pacthas
HOpMa) <-2 SD, BBISIBICHHBIN y YaCTH JIETEH TaK)KE yKa3bIBAECT HA HAPYIIIEHWE KOCTHOTO
MeTaboM3Ma.

HeoOxomumMo OTMETHTH, YTO MpPH OICGHKE OOECIEeYEeHHOCTH BUTaMHMHOM D,
MPOBEJCHHBIN y 32 MalMeHToB, Y moJoBUHBI (N=16) neTeit oTMeveH ero HeJ0CTaToK (0T
20 no 29 ur/mi) — 11 (34%) wim nepunut (Menee 19 ur/min) — 5 (16%). 3HaueHus npyrux
MapKepoB KOCTHOro wmetabonu3Ma (kanbuuid, ¢ocdop, menoyHas Qocdarasa,
napaTropMoH) y npeoOnanaromeid yactu (91%) manmeHTOB HaXOIWIMCH B Ipeeiax
pedepeHTHBIX 3HAYEHUM, UTO MOXET OBITh CBSI3aHO C CUCTEMATHUYECKH MPOBOJIUMBIMU

p€a6I/IJ'II/ITaI_[I/IOHHBIMI/I MCPOIIPUATUAMHA U CaHHGMeHTaHHGﬁ BUTaMHHOM D.
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Huskas ¢usmdeckass akTUBHOCTb, BHICOKHME YPOBHH JIBUTATEIbHBIX HAPYIICHHIH,
MpUEM ITPOTUBOCYIOPOKHBIX MPEMAPATOB Y JIETEH C AETCKUM IepeOpaIbHBIM IMapaTnioM
ABIAIOTCSA (haKTOpaMu pHCKAa HAPYHIEHUS KOCTHOTO MeTabojau3Ma, 4YTO MOXKET
CIocOOCTBOBATh PA3BUTUIO OCTEONEHUH U OCTEONOPO3a U MOTBEPKIAETCS MEPEeIOMaMHU
B aHamHe3e y 38% Ha0mroAaBIInXCsl HAMU TTAIUEHTOB.

[TpoBenennpli aHamu3 (PAKTUIECKOTO MTUTAHUS YCTAHOBWII, YTO TIPH MOCTYTUICHUN
B KJIWHUKY palMOHbI OOJBHBIX OBLIM OJHOOOpPA3HBIMU U ACHUIMTHBIMHU, Kak IO
KaueCTBEHHOMY COCTaBY, TaK W MO KOJMYECTBY CheAeHHOW mwmmu. [lpm cpaBHEeHUM
MOJIYYCHHBIX JAHHBIX ¢ HOpMamu notpedierns BO3 oTMeueHo, 9TO UCITOIb30BaHHBIC B
nutanuu nanueHToB ¢ JIIIT MmakapoHHbie u3nenus, Kpymbl, Bbilieuka ObUIHA B 1,5 pa3za
BBIIIIC PEKOMEHIOBAHHBIX HOPM, OBOIIEH, (DPYKTOB U MOJIOYHBIX MPOJYKTOB CHIDKCHO
COOTBETCTBEHHO B 3 ¥ 1,8 pasa, msico ObuIO B Aedunute (cHmkeHo B 1,3 paza) [11, 30].

OneHka (pakKTHYECKOTo MOTpeOsIeHUsT OelKa M SHEPruu MallMeHTaMUu C JEeTCKUM
1epeOpaIbHbIM MapajiiyoM C YYETOM TSHKECTH JBUTATENIbHBIX HapylIeHUH, 1Mojia U
HYTPUTUBHOTO CTaTyca B CPAaBHEHUHU C OTEUYECTBEHHBIMU HOpMaMU (PU3HOJOTUYECKHUX
norpedHocTeit [18-19] B sHepruu u MMINEBHIX BEIICCTBAX MMOKa3aja, YTO HE3aBUCHMO OT
(dbopmbl 3a00JIeBaHUS UMEJICS 3HAYUTENbHBIN NePUIUT ux nocryruienus ¢ nuuieil. [Ipu
aToM y neteit ¢ TsoxenbiMu popmamu T on 6w 6onee BeipakeH (P<0,005), yem y
MalMEeHTOB C JIBUTaTEIbHBIMU HApyLIEHUsIMH, cooTBeTcTBOoBaBIMMHU |-111 ypoBHAM 10
cucreme knaccudurarmu GMFCS (npu anexkatHoM HC nedunut 6enka cocrasun 39%,
DHEPreTUYCCKOM IEHHOCTH - 26%, C HEIOCTaToyHOCThIO mmuTaHus 63 Vs 28%
COOTBETCTBEHHO).

[IpoBenena omTUMH3AIMSl PAIMOHOB MAIMEHTOB C JETCKUM IepeOpaibHBIM
MapajuyoM C YYE€TOM KX BO3pacTa, OOIEero COCTOSIHUA, MOKa3zareliel (U3n4ecKoro
pa3BUTHS, CTENECHU THKECTH HEJOCTATOYHOCTH TMWTAHUS, HAIAYUS OPOMOTOPHOU
nucharuu, pe3yJbTaToB OLICHKU (PAKTUYECKOTO MUTAHUSI.

JIeTsiM ¢ aJieKBaTHBIM HYTPUTUBHBIM cTaTycoM (N=36) min u30BITOYHON Maccoi
tena (N=12) HazHavyaim ucnojibp3yemyto B kimHukax OI'AY «HMMUIL 3q0poBbs gerei»
Mun3zapaBa Poccun MoauduiimpoBaHHyo MAISIIIYIO JUETY B COOTBETCTBUU C BO3PACTOM

nered. BkioueHHe B COCTaB JIeUEOHOW JMEThl HATypajbHBIX BBICOKOOEIKOBBIX U
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KHCIIOMOJIOYHBIX MTPOJIYKTOB IMO3BOJIMIIO TIOBBICUTh OMOJOTUUYECKYIO M SHEPTETUIECKYIO
IICHHOCTh PpAI[MOHA, YIYYIIUTh O00Iee COCTOsSHHE OONbIIMHCTBA O0dbHBIX (89%),
ONITHUMH3UPOBATH UX HYTPUTHUBHBIN CTATYC U PYHKITMOHAIHHOE COCTOSTHIE KUIIICUHUKA.

[TaniieHTaM ¢ aJeKBaTHBIM HYTPUTUBHBIM CTaTyCOM, HO C HapylIEHUEM
0€30macHOCTH MIPUHSATHUS UK U KUIKOCTH, YKa3aHHYIO TUETY NePCOHUDUITUPOBAIH 32
cyeT mnoadOpa aJeKBaTHOM CTEIEHW HU3MEJIbYCHUSI W TEKydecTH OJIIo[, a TakxKe
BKJIFOUEHUSI CTICIIUATIM3UPOBAHHOTO MPOAYKTA — 3aryCTUTESL.

Bnepseie B murtanmn 28 nerert ¢ JLII, compoBoxknaBmmMmcs HYTPUTHBHOM
HEIOCTAaTOYHOCTBIO " nucharueit, ObLIT HUCIIOJB30BaH OTE€YECTBECHHBIN
crenuain3upoBaHHbli IpoaykT « HyTpusn Jucdarus» - pacTBOPUMBIIA 3aTyCTUTEIb €/1bI
M HAMWUTKOB ISl MEPOPaIbHOTO MPUMEHEHMS, CIOCOOHBIM 3arymarb JIHOObIE BHUIBI
KUJKOCTH, HE U3MEHsI BKyC Orona. ¥ Bcex nereit uepes 7-14 nHed mocie Hayana ero
npueMa OTMEUEHO oOJierdyeHue TIpolrecca IVIOTaHMs, YIY4IICHUE NEePUCTATbTUKU
KeJTyT0YHO-KUIIIEYHOTO TpakTa, mprubaBka Macchel Tena coctapmia 400-800 .

g onTtumuzanuu panmoHoB TMTaHus nauueHtoB ¢ JIII u BbIsBIECHHOMN
HYTPUTUBHOU HEJOCTATOYHOCTHIO, OBLIIM MCIOJIL30BaHbl 3 BUA CHEIUATU3UPOBAHHBIX
M30- WJIU TUIIEPKATIOPUMHBIX CMECEH JIJIsl SHTEPATIbHOTO MUTAHUS: 2 TPOJYKTa HA OCHOBE
[EJIBLHOTO MOJIOYHOTO TipoTenHa (0enok 4,3 u 6 r/100 mi, sHeprerudeckas neHHocts 100-
150 kkanx) U OJUH — Ha OCHOBE THAPOIM30BAHHOTO MOJIOYHOTO MpoTenHa (Oemok 2,9
r/100 mn, sHeprerudeckas neHHocTs 100 kkan). XKupoBoii coctaB cmeceit Ha 47-56%
MIPECTABIICH JIETKOYCBOSEMbIMU CPETHEIIENIOUEYHBIMU TPUTIIULIEPUAAMHU, 1JI1 YCBOCHUS
KOTOPBIX HE TPEOYIOTCS MPUCYTCTBUS JMasbl. Bce mpoaykTel Obutn 0€371aKTO3HBIMH,
00O0TaIeHHPIMA BUTAMUHHO-MUHEPATBHBIM KOMIUJICKCOM M JIPYTUMHU 3CCEHITUATBHBIMU
koMoneHnTamu mumiu [11, 30, 46].

HyTpuTtuBHas mnojanepxka CHeNHAIU3UPOBAHHBIE MPOIYKTaMH SHTEPATIbLHOIO
nutaHus Obuia HazHadyeHa 54 (52,9%) aeram ¢ LI u HemoCTaTOYHOCTHIO MUTAHUS, U3
HuX - 38 (72%) nanuenTam rpynisl 1 u 16 (33%) - rpynnst 2. letsam rpynisl 1 ¢ Tsoxenon
HIT (n=31) npeumyiiecTBEHHO ObUIM Ha3HAYEHBbI HSHTEpAJbHbIE CMECH Ha OCHOBE

ruaApOJIN30BAHHOTO 6CJ'IKa, OCTAaJIbHBIM ITalITMCHTaAM I[aHHOfI rpynimsl - CMECHM Ha OCHOBC
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[[EJILHOTO MOJIOYHOTO Oenika. BolbHBIM Tpynmbl 2 ¢ OJWHAKOBOM YacTOTON Ha3HAuYaIu
BBIIIEYKAa3aHHbIC BAPUAHTHI CMECEH.

B paborte ObUTM MCMOIB30BaHBI JBa METOJA BBEACHUS CIEIMAIM3UPOBAHHBIX
MPOAYKTOB (CUIIMHT WJIH 30HAOBBIN uepe3 ractpoctomy). bomsmmacTBO (51/95%) nereit
WX TOJydaad METOJIOM CHUIIMHTA B TeueHue S5-6 mecsies, octanbHble (3/5%) - gepes
ractpoctomy. [lammeHnTam ¢ yMmepeHHOW HemocTtarodyHocThio mwmtanus (15/28%) B
3aBUCUMOCTH OT BO3pacTa M almeTuTa NpoayKT JaBajyd METOJIOM CUIIMHIa B 00beme 200
Mi1 B 1-2 mpuema Ha monaHUK wian nepen cHoM; 39 (72%) OonbHBIM C TSDKEIION
HEJ0CTAaTOYHOCTHIO MuTanus — 1mo 200 mut B 2-3 npuema [46].

Kunkue nurareiabHble CMECH, UCIIOIb30BaHHbBIE METOJOM CUIIMHTA, ITOJIH30BATHUChH
NpeANnoYTEeHUEM, TaK Kak He TpeOOoBajlu BpEMEHM IS UX pa3BEICHUS U HMENU
CTaOUJILHBIA XUMHUYECKUN COCTAaB.

OHTepaldbHOE MHUTAHME 4YEpe3 TIacTPOCTOMY NPOBOAMWIOCH 3 TMAalLMUEHTaM ¢
MPUMEHEHUEM CMECH Ha OCHOBE THPOJIU3aTa MOJIOYHOT0 Oelika u3 pacuera 150 mi 6 pa3
B JICHb Yepe3 Kaxble 3 yaca ¢ HOYHBIM NEPEPHIBOM, UYTO €XKEIHEBHO YBEIMYMUBAIIO B
palnoHe KBOTy Oejika Ha 18 I' ¥ MOBBIIANIO YHEPTETUYECKYIO IIeHHOCTh Ha 900 kka,
KpOMeE TOT0 Yepe3 racCTpOCTOMY BBOIMIIM HATYpaJIbHbIE TOMOT€HU3UPOBAHHBIE MPOTYKThI
MIPOMBIIIUIEHHOT'O BBIITYCKa WJIM MIPUTOTOBICHHBIE Ha nuiednoke [lenTpa (kamm, oBoiy,
MSCHBIE TMIOPE, TBOPOT), a TAKXKE KHUCIOMOJIOYHbIE HANUTKU. [IpoaoIKUTENbHOCTD
KOPMJICHUS Yepe3 racTpoCcTOMy cocTaBiisiia 6 MecsieB u Ooee.

3a yka3aHHBIN Mepuoj] BPEMEHH HYTPUTUBHBIN CTATyC MAIIMEHTOB YIYUIIWICS H
JUTUTENILHO TOJJCP>KUBAJICS HA aJICKBATHOM YPOBHE, MPUOABKU MAacCChl TeJla COCTABHUIIU
COOTBETCTBEHHO 2, 3,5 m 6 Kr, Takke OTMEUYEHO CHUXeHHUE (B 2 pa3a) 4acTOThI
000OCTpeHUIl COMyTCTBYIOIMX 3a0oJjieBaHmii (pecnmupaTopHbIX ¢ 46 10 26% wu
racTpo33odareanbHol peduirokcHOM 0one3nu ¢ 45 1o 18% ), HopManu3alus MOTOPUKHU
TOJICTOW KHIIIKH, 4TO corjacyercs ¢ nanabiMu Sallivan P.B. u coaBr., moay4eHHBIX y
nereit ¢ JALIIT (2005) [110].

Kopmiienne aeteil yepe3 racTpocToMy HE TOJIBKO CHOCOOCTBOBAIO YJIYUYLIEHUIO
Habopa Macchl Tena, HO y OJJHOTO PeOEHKA MPUBENIO K U30BITOYHOMY OTJIOKEHHUIO JKUPA,

MO3TOMY JaHHBIA METOJ AMETOTEpanuu TpeOyeT NOCTOSHHOTO BpauyeOHOI0 KOHTPOJIA 32
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aJICKBAaTHOCTHIO TPOBEJCHUS, AHTPOMOMETPUUECKUMH TOKAa3aTelIMH H  JOJDKEH
MPEeKpaIIaThCs MPU HOPMATU3AIUU HyTPUTUBHOTO CTaTyca MaIMeHTa.

Ha ¢onHe nueronorudyeckoro compoBokeHus Bcex 102 MainueHTOB OTMEYECHO
MOBBIIIEHNE MPOLIEHTa JIeTe C aJleKBaTHBIM HYTPUTUBHBIM cTaTtycoMm ¢ 35,3 o 48%,
CHUKEHHE J0JId OOJBHBIX C HEIOCTaTOYHOCThIO muTanus ¢ 53 1o 48%. YcraHOBIIEHO
YIIy4IICHHUE MTapaMeTPOB, XapaKTePU3YIOMUX 0€30MacHOe MPUHATHE MU U KUKOCTH,
B BHJIC CHIDKEHUS nporieHTa aerei ¢ 1V u V yposasmu no mkaie EDACS ¢ 23 mo 18%,
yBennuenue nanueHToB c |-l ypoBusmu ¢ 77 no 82%, uto cBUAETENHCTBOBAIO 00
3 PEeKTUBHOCTH MTPOBOAUMOMN AUETOTEPATTUH.

BaxxHbIM  moOKazaTeneM  YAydlIeHWS HYTPUTHBHOTO  CTaryca  SIBISUIAChH
MOJIOXKHUTEbHAS TUHAMUKA JaHHBIX KaurepoMeTpud. [1oydeHo 3HaunMoe yBeTnIeHUE
KOXXHO-)KHPOBOM CKJIQIKH HaJ TPHUIEIICOM M OKPYXXHOCTH CpEeIHEH TpeTH TIuieya
(p<0,005). [To naHHBIM OMOMMIIEAAHCOMETPUM OTMEUEHO yBeInUeHue (B 2,6 pa3a) uucia
JeTel ¢ HopMaJabHOU Tolel Maccoi Tena (¢ 69 no 88%), a Takke yMEHbIIICHUE J0JU
nanueHToB (¢ 75 1o 58%) ¢ u3HAYAIbHO CHUKEHHBIM TOKa3zaresieM Z-SCOre aKTUBHOMU
KJIETOYHOM MAacChl, YTO CBHJIETEILCTBOBAJIO O MOBBIIICHUU OMOJOTHYECKON IIEHHOCTH
panuoHa. YKa3aHHYIO MOJOXKHUTEIbHYI0 TUHAMUKY BO3MOKHO CBSI3aTh C YBEITUYCHUEM
notpeOsIeHUs OeIKa ¥ SHEPIHH, 3a CUST SHTEPAIbHOW HYTPUTHUBHOM MOIePKKH [46].

B mnpomecce wuccnemoBaHusi  pa3paboTaH  aNTOPUTM  JUETOJIOTHUYECKOTO
COTIPOBOXKJICHHUSI JIETEH C ACTCKUM IepeOpaibHBIM MapaluyoM, KOTOPHIN HampaBlieH Ha
paHHEe BBISBJICHUE TAIMEHTOB CO CHUKEHHBIM HYTPUTUBHBIM CTaTyCOM U MPOOJIEMaMu,
CBS3aHHBIMH C O€30MacCHOCTBbIO TIpHeMa TMHINH, 4YTO TIO3BOJIJIO TPOBOJIUTH
CBOCBPEMEHHYIO aJICKBATHYIO KOPPEKIIHIO JICUEOHBIX PAIIMOHOB, BKIIIOYAs SHTEPATIHLHYIO
HYTPUTHBHYIO TIOJIZIEPKKY METOJOM CHUITHHTA WM Yepe3 TaCTPOCTOMY.

Takum 00pa3oM, BKIFOUEHHE B peaOUIMTallMOHHBIE MEPOIIPUATHS pa3pabOTaHHBIX
HaMH MOJXOJIOB K OpraHU3alliy Je4eOHOTr0 MUTaHUs M0Ka3allo, YTo yepe3 6 MecsIeB y
nojapysitoniero oonpmuHCTBa (90/88%) ManMeHTOB OTMEUYEHO YJIYYIICHHE OOIIero
COCTOSIHUS, YMEHBIIIEHUE YacTOThl OOOCTPEHUN CONMYTCTBYIOIIMX 3a00JIeBaHUI
(peciupaTopHbIX U racTpol3odareaibHOM peQIIOKCHON 00JIE3HU), MOJIOKUTETbHAS

AMHaMKMKa Tmokaszarenedi mo mkaie EDACS (yMeHbllieHHE TIpOllEHTa JeTeH ¢
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nokazarensamu V-V ypoas ¢ 45 1o 30%) u cHM>KEHUE J0JIM MAlMEHTOB C TSKEION
HEJIOCTAaTOYHOCThIO THUTaHus. OD(PPEeKTUBHOCTh JuETOTEepanuu Obuia obecreueHa
PETYISpHBIM BpaueOHBIM KOHTPOJIEM 32 TUHAMUKON aHTPOTIOMETPUUYECKHX ITOKa3aTeseH,
COCTAaBOM JICUE€OHOM TUEThI, CBOEBPEMEHHBIM ITPOBEACHUEM €€ HEOOXOIUMOM KOPPEKITUU

3a CYET HYTPUTHUBHOU IOJIJICPKKHU.
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BbIBO/1bI

1. V GonbIMHCTBA IeTel CO CIACTHYECKUMU (popMamu IETCKOTro 1iepeOpaibHOTo
napajinya BhISBIIEHBI HAPYIICHHE HYTPUTHBHOTO CTATyCa: HEAOCTATOYHOCTh NMUTAHUS -
53% (merkas 6,2%, ymepernas 8,8%, Tsxenas 38%), n30bITOUHASI Macca TeJa/0KUpPEHUe
- B 11,7% cny4aes, 3aziepxka pocta y 25% NalueHToB.

2. Y MamyeHToB ¢ TsDKENbIMU JBUTaTenbHbIME HapymeHusmu (GMFCS IV-V)
HEJIOCTaTOYHOCTh MUTaHMS BcTpeuanach B 2,2 paza yvamie (P<0,001), yeM y nereit c
JIETKUMU ¥ YMEpEeHHbIMH JBUTaTeabHbIMU HapymeHusiMu (GMFCS I-111) - 72% wu 32%,
COOTBETCTBEHHO.

3. Ilpu cpaBHUTENPHOM aHamW3€ MPOIEHTa JKUPOBOM Macchl  Teda,
paccuutanHoro mno Qopmyne Gurka (kaiumepoMeTpusi) U TOJYYEHHOIO METOAO0M
OMOMMIICH/IAHCHOTO aHaJlU3a, YCTAHOBJIEHO, 4YTo0 y 29% gereld ¢ aJaeKBaTHBIM
HYTPUTUBHBIM CcTarycoM U y 50% manueHTOB C HEAOCTATOYHOCTHEO NUTAHMS, POLEHT
KUPOBOM Macchl ObUT MPEUMYUIECTBEHHO HOPMAaJbHBIM U H30BITOYHBIM. [lokazaTesnn
NMT/Bo3pact He OTpakaeT CTENEHb HAPYIICHUS HYTPUTHUBHOTO CTaTyca U HE MOXKET
CIIY’KUTh €JIMHCTBEHHBIM KPUTEPUEM HEIOCTATOUYHOCTH MUTAHUS Yy JE€TeH C JETCKUM
1epeOpaIbHBIM MapaTuIOM.

4. HapymeHus cniocoOHOCTH MPUHSATHUS MUIIHM U KUIKOCTH, COOTBETCTBYIOIINE
IV-V ypoBusim no knaccudukanuu EDACS u xapakTepusyromuecs 3HAYUTETbHBIMU
orpaHUYeHHUsIMU Oe30macHOCTH U A((HEKTUBHOCTH TUTAHUS, ObUIM BBISIBICHBI y 1/4
o0cneJOBaHHBIX OOJIBHBIX U BCTPEUANUCh CTaTUCTHYeCKH 3Haummo daiie (P<0,001) y
MAIMCHTOB C TSDKEIBIMHU JBUTATEIbHBIMUA HAPYIICHUSIMU TI0 CPaBHEHUIO C JIETHbMH C
JIETKUMH U YMEPEHHBIMU HAPYLICHUSIMU: TTONEPXUBAHMUS )KUAKON U rycToi nuiei (32%
Vs 0%), peotsl/cpeiruBanus (58% VS 4%), kamens u xpurnst (75% VS 12%), HapymieHne
IbIXaHUs pu KopmiteHuu (26% Vs 0%).

5. Jletu ¢ TsDKENBIMU JIBUTATENbHBIMH HAPYIICHUSMU CTaTUCTUYECKH 3HAYMMO
game (p<0,001) mo cpaBHeHMIO C MalMEHTaMU C JETKUMH W YMEpPEHHBIMU
JABUTATEIHLHBIMA HAPYIICHUSIMU HWMEJNH COIMYTCTBYIOIIME 3a00JIEBaHUS: CTPYKTYPHYIO

snunencuto (57% vs 8%), acnuparmonusie mHeBMOHUU (49% VS 8%), XpoHUYECKUE
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3arnopbl (68% VS 35%), a Takke Moaydand KOMOMHUPOBAHHYIO MPOTHBOCYIOPOKHYIO
tepanuio (15% vs 0%).

6. Jedbunur/HemoctaTrouHocTh BUTaMuHa D HaOmomamuchk y 50% OOIBHBIX C
JETCKUM IIepeOpaibHBIM MapaandoM. Bricokre 3HaueHUsT MapKepa KOCTHOU pe30pOuu
R-CrossLaps umenu Oo0dbIIMHCTBO (66%) NAIMEHTOB, 4Yallle - JOETH C THKEIBIMHU
ABUTaTeIbHbIMU HapymeHusMu (72% u 57%, COOTBETCTBEHHO), YTO OOYCIIOBIIEHO UX
HU3KOW JBUTATEIIPHOW AaKTUBHOCTBIO M CBUJIETEIHCTBYET OO0 aKTHUBAIUU TPOIECCOB
ocTeope3opOmy. YCTaHOBJICHA CTAaTHUUECKH 3HAaYMMasl MpsSMas KOPPENSLUs MEXIy
YpOBHEM JIBHTaTENIbHBIX HapyieHui u mokasarenem B-CrossLaps (r=0,596, p<0,005).

/. OueHka CTPYKTYpbl IUTaHUS MOKa3aja, YTO OHO ObUIO pa30anaHCHUPOBAHO IO
KOJIMYECTBEHHOMY U KaUECTBEHHOMY COCTaBy. ¥ OosbinuHCcTBaA (80%) meTeit mpomayKThl
’KUBOTHOT'O MTPOUCXOXKICHHUSI, OBOLIU U PPYKTHI B orpaHrnueHHoM oobeme (10 100 r/nenp)
NPUCYTCTBOBAJIM B panuoHe 1 pa3 B JeHb, HAa (PoHE H30BITOUHOIO MOTPEOJICHUS
XJIe0OOYJIOUHBIX M MaKapOHHBIX M3AENHi, KoTopble 3aHuManu 10 40% painuoHa,
OCOOEHHO y JeTel C TSKEIbIMU JBUTATEIbHBIMA HApyUICHUSIMUA. DTO MPUBOAWIO K
neduuuty notpebiieHus Oellka W CHIDKCHHIO DHEPreTUYECKON LEHHOCTH MHUTAHUS Y
NAlUEHTOB, KaK C HOPMAaJIbHbIM HYTPUTHUBHBIM cTarycoM - 39 u 26%, Tak u ¢
HEIOCTAaTOYHOCTRIO TUTaHus 63 VS 28% COOTBETCTBEHHO.

8. Pa3zpabGorannass mnepcoHuUUIUpPOBAHHAS HYTPUTHUBHAS TOAJEPXKKA C
WCIIOJIb30BAaHUEM CIICIIMAIM3UPOBAHHBIX TIPOJAYKTOB — 3aryCTUTENEH, cMmeceil s
SHTEPAIBHOTO TMHUTAHWS B JOMOJHEHUE K MIAASIICH NHeTe MAaIMeHTOB C JIETCKUM
1epeOpaabHBIM MapaIuvdoM B 3aBUCHUMOCTU OT TSDKECTH JIBUTATENBHBIX HApYIICHUH,
HAJIMYHsI/OTCYTCTBUS Opo(dapuHTeanbHOW aucharud W COMYTCTBYIOIICH IMaTOJIOTHH,
MoKazajia  TMOJOXKUTEIbHBIM  3(PdeKT B  BHAE  YMEHBIICHUS  MPOSBICHUUN
ractpo33odareanbHoro pedirokca u/miu pBoThl (¢ 45 10 18%) U CHUXKEHUS MPOIEHTA

JeTeH C TsHKEIIOM HeI0CTaTOYHOCTRIO TTuTaHus (¢ 72,3 mo 19,6%).
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INPAKTUYECKHUE PEKOMEHJIALIMN

1. BcemM OOJMBHBIM CO CHACTUYECKHUMH (opMamMu JETCKOTO IepeOpaibHOTo
napajnya, HE3aBHUCHUMO OT YPOBHS HapyMICHUS OOJNBIIMX MOTOPHBIX (YHKIMHA T10
cucteme GMFCS, HeoOxonuma perymspHasi OlleHKa aHTPOIIOMETPUIESCKUX TIoKa3aTemnei
(Macca Tena, pocT/IIuHA, OKPY>KHOCTh CPEHEH TPETH T1IeUa, TOIINHA KOKHO-KHUPOBOH
CKJIQJKU HaJ TpulencoM) 1 pa3 B 6 mecsues.

2. BceM getsaM co cmacTHYeCKUMU (popMaMu IETCKOTO epeOpalbHOTO Tapainya
HEOOXOJIUMO TMPOBOJAUTH OLIEHKY CIOCOOHOCTH MPUHSATHS THUIIA M KUJIKOCTH C
ucrnosb3oBanueM mkaiasl EDACS.

3. VY manueHToB C HU3KMMH 3HAUYCHUSIMU aHTPONOMETPUYECKUX UHJIEKCOB (<-2
SDS) w/unu ux OTpUIlATEIbHONW ITMHAMUKOM B YCIOBUSX CTallMOHapa HeoOXxojauMma
KOHCYJIbTAIUsl JAUeTosora sl yriyoseHHoro oOcienoBanus (aHamu3 (PaKTHYECKOIo
MUTAHUS C PACUETOM XMMHUYECKOT0 COCTaBa pallioHa, pacueT MPOoIEeHTa >KUPOBOI MaCChI
METOJIOM  KAJIMIIEPOMETPUM WM  OMOMMIIEJAaHCOMETPUM) U COCTaBJICHUS
WHUBUTyaIbHOU MPOTrpaMMbl KOPPEKLIUU MATAHMUS.

4. Bcewm geTsM ¢ IETCKUM LiepeOpalIbHBIM MMapaInuoM HEOOXOIUMO Ha3HAUYCHUE
npoduiiakTUueckux 103 ButamuHa D, ¢ perymspaeiM KoHTposieM (1 pa3 B 6 mec.)
koHneHnTpanuu 25(0OH)D B cbIBOPOTKE KPOBH JIJIs TalbHEHIIICH KOPPEKIIHH.

5. Bpibop MeTona HYTPUTHUBHOM TOMJNEPKKA TpeOyeT WHANBUIYAIBHOTO
MOAX0/1a U 3aBUCUT OT HAJMYUS U CTEIIEHU BBIPAXKEHHOCTH HEJOCTATOYHOCTH MUTAHMUS,
opodapuHreanbHoi  nucharuu, COMyTCTBYyomed marojoruu. llpm  Tsokesnon
HEJIOCTAaTOYHOCTH MTUTAHUS M HEBO3MOXKHOCTH 00ecTieueHHs 0€30MacHOTr0 IpreMa MU
(EDACS IV-V) noka3zaHa mocTaHOBKA TaCTPOCTOMBI JIJISl 30HIOBOTO MTUTAHUSI.

6. VYV manweHToB ¢ OpOMOTOpPHOW nucharueii peKOMEHIYETCS HWCIOJIb30BaHHE
CIEIUATM3UPOBAHHBIX MIPOIYKTOB-3aryCTUTENEH JJIsl TUIIU U )KUIKOCTEH.

/. Jlng KOppeKkUMM HapylIEHUH TMHTAHHUS LEIecOO0pa3HO UCIOJIb30BaTh
pa3pabOTaHHBIA B  MPOIECCE  HUCCIENOBaHUS  «AJTOPUTM  JIUETOJIOTHYECKOTO
COTPOBOK/ICHUS MAIIUEHTOB C JETCKUM IIepeOpaibHbIM NapaIiuoM B 3aBUCUMOCTH OT UX

HYTPUTHBHOTO CTATyCa U BBIPAKEHHOCTH OPOMOTOPHOU JUCHYHKIIUI.
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CIIMCOK COKPAIIIEHUH U YCJOBHBIX OBO3HAUYEHUI

AKMT - akTuBHas KJI€TOYHAsl Macca Telia

BUA — Guonmnie naHCHBIN aHATTU3

BK — BbIcOTa KOJIEHA

BO3 — BcemupHas opraHu3anus 34paBoOXpaHEeHHUS
I'B — rpyanoe BCkapMIIMBaHUE

['OP — ractpo33zodareanbHblil peQuirokce

['OPb — ractpon3odareanbHas pedurokcHas 00J1e3Hb
JIAKM — 10715 akTUBHOM KJI€TOYHOM MaCChI

JI" — nymHa roneHu

JUIT — neTckuii nepedpasibHbIN napaany

KM — xupoBas macca

KMT — xxupoBas macca Tena

3BVYP —3anepxka BHyTpUYTPOOHOTO Pa3BUTHS
HUMT — nnnekc mMacchel Teja

KK C — K0)HO-)KUPOBBIE CKIIAJIKU

MT — macca tena

HII — HegocTaTOYHOCTH MUTAHUS

HC — HyTpuUTHUBHBIII cTaTyC

OCTII — oKpy>KHOCTb CpEJIHEN TPETH ILJIeUa

IITT — mapatupeongHbIA TOPMOH

[13I1 — npoTUBO3NMIIENTHYECKHE TpeHapaThl

P® - Poccuiickas dheneparus

TMT - Tomasa macca Tena

TKXKCT - TonmuHa KOKHO-)KUPOBOM CKJIAAKHU HAJ TPULIETICOM
TKIXKCJI - TonmnHa KOKHO-)KUPOBOM CKIAJAKH MOJ JIOMATKOU
OT'IC - »30(paroracTpoayo1€HOCKOHS

901" — anekrposnIedanorpadpus

BAZ - antponomerpuyeckuii nokaszarenb Z-score UMT/Bo3pact
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CFCS — (Communication Function Classification System) cucrema kiaccuduramnun
KOMMYHUKATUBHBIX (yHKIIAN
DXA — (Communication Function Classification System) cucrema KiacCHU(pUKAIIUN
KOMMYHUKATUBHBIX (yHKIIAN
EDACS - (Eating and Drinking Ability Classification System) cucrema knaccupukanuu
CIIOCOOHOCTH MPUHSATHS IMHIIU U )KUIKOCTH
ESPGHAN - (European Society for Paediatric Gastroenterology, Hepatology and
Nutrition) EBpomneiickoe o0OLIECTBO JIETCKMX TIacCTPOIHTEPOJIOroB, TENaToJIOrOB U
HYTPHITHOJIOTOB
GMFCS - (Gross Motor Function Classification System) Cucrema kiaccupukamuu
OOJBIITUX MOTOPHBIX (PYHKITUH
HAZ - anTponomeTpuuecKkuil mokasareib Z-score pocT/Bo3pacT
MACS - (Manual Ability Classification System) cucrema kinaccu@ukaluu MaHyajibHbIX
CrocoOHoOCTeM
SPSS - Statistical Package for the Social Sciences
WAZ - anTponioMeTpHUYeCKUM MoKa3aTesb Z-score Macca Tejia/Bo3pacT
WHO — world health organization
25(0OH)D - 25-ruapokcuButamus D
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CIIMCOK TEPMUHOB

CHUnUHT - JOTOJIHUTEIBHBIN MIPUEM CIEIHATU3UPOBAHHOTO MPOIYKTa Yepe3 TPyOOouKy
WJIU MaJICHbKUMH TJI0TKAMH M3 YalllK{

Z-score - Mepa OTHOCHUTEJIFHOIO pa30poca HAOII0aEMOT0 UM U3MEPEHHOTO 3HAYCHMUS,
KOTOpasi TOKAa3bIBACT, CKOJBKO CTAHIAPTHHIX OTKIOHEHUH COCTAaBJISET €ro pa3dopoc
OTHOCHUTEILHOTO CPETHETO 3HAUCHUS

B-CrossLaps - kapOoKcUTepMUHATIBHBIN TEIONENTH KoJimarena | Tumna
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HNPUJIOKEHUE A. ®opma HHPOPMHUPOBAHHOIO COTJIACHS

OOPMA NMHOOPMHNPOBAHHOI'O COI'JTACUA

A

npounTtai(-a) HHGOPMAIIUIO O HAYYHOM UCCIIeIOBaHUU «Hympumusnsiii cmamyc
oemetl cO cnacmudeckumu opmamu 0emcrKoeo yepeopaibHo20 napamya», u s
corjlaceH(-a), Y4ToObl MOM PEOCHOK B HEM Y4acTBOBAJI.

Mue Obula mpeaocTaBieHa BO3MOXKHOCTH —33JaTh  JIIOObIE BOMPOCHI 00
MCCJICIOBAHUH U TOTYYUTh HA HUX OTBETHI, U Y MEHS ObLIO JOCTATOYHO BPEMEHH,
YTOOBl TPHUHATH PEIICHHEe O JO0OpPOBOJLHOM YYacTHHW MOEro peOeHka B
UCCIIETOBAaHUH.

S noHumaro, 4yTo MOry B JII00O€ BpeMs MO MOEMY JKEJIAaHUI0 OTKAa3aTbCA OT
JAJIBHEHUIIETO y4acTUsl MOETO peOEHKA B UCCIEOBAaHUM U €CIIH 5 9TO CHEJar0, TO
ATO HE MOBJUAET Ha MOCJIEAYIOIIEE JIEUEHUE MOEro peOEHKa 1 BHUMAHUE Bpayeil.

S1 1OGPOBOJIBHO COTJIAIIAIOCH, YTOOBI JAHHBIE MOETO PEOCHKA, TTOyUYEeHHBIC B X0O/I€
MCCJIEIOBAHMS, HMCIOJIb30BATUCh B HAYYHBIX IENAX U OBLIM OMyOJMKOBAHBI C
YCJIOBHEM COOJTIOAICHUS TTPaBUII KOH(PUACHITUATIBHOCTH.

S nomyuwn(-a) oaxzemmisip  «MHbopManmu A pOAMTENS/3aKOHHOTO
npeacTaBuTess ¢ GopmMoit HHGOPMUPOBAHHOTO COTJIACHUS.

®.1.0. poaurens/3akoHHOTO MPEACTABUTENS (IT€YaTHBIMU OYKBaMU)

[loanuck poauTens/3aKOHHOTO MTPEACTABUTEIS JlaTa u Bpems

®.1.0. Bpaua - nonydarouiero “HGOPMUPOBAHHOE COTJIACUE

[Toanuck Bpaya, MoJIy4yarouiero JlaTta u Bpemst
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MNPUJIOXEHUE b. AukerupoBanue no mkajiae STRONGKids

* Jlnst oyenxku pucka HedocmamoyHocmu numawnus oemetl (6 éozpacme 1 mec.-18 nem) onpoc npogooumcsi 6 nepgvie 24

yaca nocmynjernust 6 cmayuonap,

* CKpUHUM206bIU ONPOCHUK HYMPUMUBHO20 PUCKA COCOUM U3 4 NYHKMO8, 34 KaxCcObLll U3 Komopwix cmasumcs 1-2 bana,

MAKCUMATHASL CyMMA OAI08 5.

* [lepsvle 2 nyHKmMa 3anoaHAI0OMes MeOUYUHCKUM NEPCOHATIOM CAMOCMOSMENbHO, 6Mopble 2 NYHKMA 3anOoaHAIOMC Ha
OCHOBAHUU OAHHBIX AHAMHE3A, cObpanHo2o y pooumeneil; ™ [pu comuenuu, omgem cuumames ompuyamensrvim (0 6ain08).

Ta6muua b.1 — [Ikana onenku HytputuBHOro pucka STRONGKidS

Cy0beKTHBHAS KIIMHUYECKAs OLEHKA

MOHO JT1 Ha OCHOBaHUH CYOBEKTUBHOM KIMHUYECKOW OLIEHKH CKa3aTh,
YTO y MalMeHTa €CTh HEIOCTATOYHOCTh MUTAHUS (HEAOCTaTOYHAS
BBIPAKEHHOCTH TOJIKOKHO- )KUPOBOW KJIETYATKU W/WITH MBIIIIEYHOW MaCChI
W/WIIHA UCXYaBIIIee JIUI0)?

Het Jda=1 6ann

3a0o/ieBaHNsI BLICOKOTO PUCKA

Ectb 1 y maruenTa 3a0osieBaHue, CBI3aHHOE C PUCKOM Pa3BHTHUS
HEJOCTATOYHOCTH MUTaHUs (CMOTpH Talnuily HUXKE) WK MalUeHTY
[UTAHUPYETCS OOMTUPHOE XUPYPTHUECKOE BMEIIATEIECTBO?

Her Ja=2 6anna

561

3360J1€Baﬂl/lﬂ, CBA3AHHBIC C BLICOKHM PUCKOM HEAOCTATOYHOCTHU NMUTAH
XpoHuueckoe
CepIIeYHO COCYIUCTOE
Hepsras anopekcus, 3anepixka PA A
3aboJeBaHue, TpaBma,
YMCTBEHHOTO
XpoHuUueckoe Oxxoruy,
[pa3BUTHS/YMCTBEHHAS
3a0oneBanne modek, ([LmaHmpyemMoe oOmupHOE
OTCTAJIOCTH, MeTaboanyecKue
. XpoHuueckoe XUPYPTUIECKOE BMEIIATEIbCTBO,
6one3nn, Helipompltednsie
3a0osieBaHKe IIeueHH, |BocmanurenpHbie 3a00J€BaHUS
3a0oseBanus, Llenmnakusi,
[TankpeaTur, kuieunnka, CITAJL,
MyKOBUCIIUI03, .
CUHAPOM KOPOTKOH
KUITKH, Pak,

HemoHoreHHOCTH (10
CKOPPEKTHPOBAHHOTO BO3PACTa
6 MecsIeB),

BpoHXoJerovHast JUCILIa3ust
(MakcHMaNBHBIA BO3pacT 110 3
net), JIpyroe (ycTaHaBiuBaeT
Bpay).

HeIIOCTaTO'-IHOB MOCTYIIVICHUEC H NOTEPHA IMMUTATC/IBbHBIX BCILIECTB

Mmeercst i XOTS OBl OJTHO U3 CIEYIOIIUX MTPOSBICHUN?

BripaxeHHas nuapest (>5 pa3 B IeHb) W/Uiu pBOTa (>3 pa3 B JIcHb) B
TEUECHUE MOCICIHUX 3 JTHEH.

YMeHbIIIeHHEe TOTPEOICHUS MUIIK B TEYSHUE HECKOIBKHUX JHEH 110
FOCIUTAIU3AIMY (32 UCKIIFOUEHHEM TOJIOJJaHUsI, CBA3aHHOTO C Pa3INYHbIMHU
MaHUTYJISLIUSAMA WIH TIEpe]l XUPYPrUUECKUM BMEIIATETLCTBOM).

PebeHOK Ha MOMEHT MOCTYTUICHHS TTOJTy4aeT HyTPUTUBHYIO TIOIJIEPKKY,
Ha3HAYCHHYIO IUETOJIOIOM.

HeBo3MOXKHOCTB yI0BIETBOPUTH (PU3HUOJIOTUUECKHE TTOTPEOHOCTH B
MUIIEBBIX BEIIECTBAX U3-3a OOH.

Her Jla=1 6ama

HOTepﬂ MacCChI TeJI1a HJIM HEAO0CTATOYHAA npnﬁaBKa MacCcChbI TeJ1a

MmeeTcs i moTeps Beca UM OTCYTCTBUE MPHOABKK MaccChl Tena (neTu 1o 1
TEUEHHE MTOCIEAHNX HEIEIb-MECSIIEB?

roaa) B Ma=1

Her 0aJL1
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AETCKHUM HepedpaibHbIM NapaJInioM

Jlet ¢ neTckuM 1iepeOpaTBHBIM MapaTHioM

KOHCYIIbTAlHA JHCTONIOI'd, OLICHKA HYTPHTHBHOI'O CTAaTyCa, OIICHKA

CIIOCOOHOCTH IMPHUHATHS UK ¥ KHAIKOCTH
o mkane EDACS

z

4

aJIeKBaTHBIM HYTPUTUBHBIN CTaTyC

i

i

A\

HEAOCTATOYHOCTE ITMTaHHA

i

i

I-1II ypoBeHb IV-V ypoBens I-111 ypoBeHsb IV-V ypoBeHnb
no mxane EDACS no mxane EDACS o mxane EDACS no mkaine EDACS
‘, l l l

Ia/AIas I1eTa, IIapimasn THcTa, OITHMHM3ALHSAL 30HIOBOE MTMTaHKE,
KOHTPOIIb noabop TTUTAHHS, JIOTIOJTHUTENIBHOE
TIOKa3aTeNneH KOHCHCTCHIIHH, [MAIAmAs JHeTa + HITH TI0JIHOE
HYTPHTHBHOI'O HCTIONB30BAHHE SHTEPATBHOE SHTEPAILHOE
craryca 1 pazB 6 3aryCTHTCIICH, MUTAHHE METOIOM IIHTaHHE
MECAILICB JKUJIKOH TIHII, J—
MOCTypajbHast
Tepanus
/ y
v
s¢ddexTHBHO
3¢ dhexTHBHO He He
3pdexTHBHO 3(pdexTHBHO
v
HEe00XO0IHMOCTE
30HZIOBOTO
IUTaHUS
bomnee 8 Henmenn
nipu Haymauu ['OPh

racTpocToMa ¢
dbyHIOmIHKAIHEH

racTpocroma

Pucynok B.1 — Anroputm QueTOIOTHYECKOTO COMPOBOXKIACHUS MAIUEHTOB C JIETCKUM

uepe6pam>HLIM nmapaigaioM B 3aBHCHUMOCTH OT HX HYTPUTHBOI'O CTaryCa H

BBIPAKEHHOCTH OPOMOTOPHOU TUChHYHKIIMH
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IMPUIOXKEHHME I'. IIniueBoli fHEBHUK

Taomuma I'.1 — [Tumnesoii THEBHUK

No

JlaTa

Bpewms
npuemMa
00700001

Ha3Banne
(3aBTpak, ober,
Y>KHH, IEPEKYC)

bnrona n HarmuTKH

KomnuecTBO
(T, M)
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HPUJIOKEHUE /I. AHKeTHpOBaHUEe: CKPMHMHI-TECT HAPYILLIEHUII MpuemMa

HI/IIHH/F.HOTaHHH H HYTPHUTHBHOI'O CTaTyCa

Tabmuna [1.1 - CKpuHUHT—TECT HapyIICHUI MpruéMa MUIITH/TIIOTAaHUS U HyTPUTUBHOTO
cTaTyca y JeTei ¢ JeTCKUM LiepeOpaibHbIM apainyoM

Ne | Bonpoc Bo3moxHblil | bamn
OTBET
1 MoO>KHO 1M Ha OCHOBAaHHWH JIAHHBIX KJIMHUYEeCKoro | [la 1
0CMOTpa Her 0

CKa3aTh, UTO y MAIIUEHTAa €CTh HEJIOCTATOYHOCTh
MUTaHUS (HEJOCTATOYHAS BEIPAXKEHHOCTh
MTOKOXKHO->KUPOBOM

KJIE€TYAaTKH U/WJIU MBIIIEYHON MacChl U/WIH
HCXYAaBIIee JUI0)?

2 Nmeercs nu noteps Beca, OTCYTCTBUE WA [a 1
HeJ0CTaToYHas MpubaBKa Macchl Teja B TeueHue | Her 0
MOCJIEHUX 2-X MECILEB?

3 CKOJIBKO BPEMEHU JUIUTCSI OJJTHO KOpMJIeHUE? > 30 mMuH. 1

< 30 MuH. 0

4 Ectb 1 y peOeHKa HapyIIeHUsI CO CTOPOHBI Ja 1
JIbIXaTeJIbHOM Her 0
CUCTEMBbI (aCIIUpallMOHHbIE THEBMOHUU B
aHaMHEe3€, OCUILIBbII WIH «BIIAKHBI) T0OJIOC,

JMCTAHIIMOHHBIC XPHIIbI, TOTIEPXUBAHUE BO BpEeMsI
elbl)?

3) ITo cpaBHEHHIO C I€TPMH aHAJIOTMYHOTO Bo3pacra, | Jla 1
peOEHOK UMEET MPOOJIEMbl C TIPUHITHEM MHILN Her 0
(Hyxmaercsi B 0c000M KOHCUCTEHIINY TTUIIH, B
MMOCTOPOHHEN MOMOIIH MPU KOPMJICHHUH)?

6 ITo cpaBHEHMIO C AETHMH aHAJIOTUYHOTO BO3pacta, | [a 1
peOEHOK UMEET MPOOJIEMBbI C TPUHATHEM Her 0

KUJIKOCTH (OTKa3
WJIM HEBO3MOXKHOCTH O€30ITaCHOTO TTUThS)?

O61ast cymma 0asuioB 6 — mokazaHue JJist JajibHeuiero o0cae0BaHus Ha IPEIMET
BBISIBJICHUSI MPOOJIEM ¢ TPUEMOM MHUINK/TIOTAHUEM W HAPYUIEHUM HYTPUTHUBHOIO
craryca
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