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25(0OH)D — kanbuuanon



5

BBEJIEHUE

AKTYaJIbHOCTbh TeMbI HCCJICIOBAHUSA

3aboneBanue 1eTckuM 1iepedpanbabiM napanudoM (JIIIT) ssasiercs camoit yactoi
OPUYUHON TsKEION (DU3MUECKOM MHBAJIMIHOCTH JIETCKOTO BO3pacTa B OOJBIIMHCTBE
CTpaH Mupa, B ToM urciie u B Poccuiickoit deneparum [2, 39, 55, 58, 72, 100, 135, 162,
234]. Ilo maHHBIM MEXIyHapOJHOM CTAaTHUCTHKH, Y oAHOro U3 500 HOBOPOMKIEHHBIX
YCTAHABJIMBAETCS JMAarHo3 JETCKOTO ILepedpaibHOro Mapajuya, a MpeAroaraeMoe
KOJIMYECTBO MAlMEHTOB C JAHHOW MaTOJIOTHUEN B MUPE COCTABISAET OKOJIO |7 MUJUTMOHOB
yesnoBek [74, 100].

B coBpemMeHHOW MEAMIIMHCKON JUTEpaType AETCKUM IepeOpabHbId Mapaany
IPEICTABIICH KaK OOIINIA TEPMHUH, KOTOPBII ONUCHIBAET IPYIIY HAPYIICHUA ABUKEHUI
Y HAaBBIKOB, BBI3BAHHBIX IIOCTOSHHBIM M HE IPOTrPECCUPYIOIMM IMOPAXEHUEM B
pasBuBatomemcss mosre [11, 94, 100, 104]. YpoBeHb NBUTATENBHBIX HApYIICHUH HE
u3MeHsercs ¢ Bo3pactom pedenka c¢ LI, mpu 3tom comyTcTByromue 3aboseBaHuUs,
TaKMe€ KakK SIWIENCHS, KEIyIOYHO-KHUIIECUYHBbIE pPAacCTPOWMCTBA, HApYLIEHHS pPOCTa U
NUTaHUsA, ATMMEHTAPHO-3aBUCUMbIE JTE(PUIUTHBIE COCTOSHMSI, HanboJiee CYIECTBEHHO
BIIMSIIOT HA COMaTHYECKOE 3/I0POBbE, KAYECTBO U MPOIOJKUTEIBHOCTD KA3HU MTALIUEHTOB
c JILIIT [18, 83, 138, 148, 162, 232, 238].

IToCcTOSIHHOE  COBEpPLIEHCTBOBAHWE  MEAMKO-COLHMAIBHON  IOMOIIM  JIETSAM-
WHBAJIMIAM CONPOBOXKAAETCS YBEIMYEHHEM IPOJOJIKUTEIBHOCTH KU3HU IMALIMEHTOB C
JUII, uyto ompenenser HEOOXOAUMOCTh ONTUMHU3AIUMU YK€ CYIIECTBYIOIIUX METOIUK
BOCCTaHOBHUTENBbHOTO Jeuenus [3, 12, 13, 30, 45, 72]. OxgHoli U3 BakKHEHIIMX 3a1ady
peabwimrauuu geteit ¢ A1, moMuMo ynmydineHus ABUTaTeNIbHbIX U KOMMYHUKATUBHBIX
HABBIKOB, SIBJIAETCS KOPPEKLUs HapylieHuit HyTputuBHoro craryca (HC), kak Haubomnee
3HaYUMOTO OCJIOXXHEHHs] TEUEHHUs HEeBpoJorndyeckoro 3aboseBaHus. B cTpykrype
Hapymwenuii HC mnpeoGnamaer HeIOCTAaTOYHOCTh NUTAHUS, KOTOpas JIOCTUTAET, IO
JAHHBIM  pa3Iu4HbBIX aBTOpoB, 70%, KOppEeIUpyeT ¢ TIHKECTbIO OCHOBHOTO
HEBPOJIOTUYECKOro 3a00JeBaHMsl, HU3KUM HMHTEJUIEKTOM U TPOTPECCUPYET MO Mepe
B3pociieHus pedenka [17, 41, 44, 83, 98, 108, 205, 239]. Hanuure HeIOCTaTOYHOCTH

NUTaHUsl y TMalMeHTa ¢ XpoHudeckuM 3aboneBanueM Ha 20-30% yBenmuumBaer
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PKOHOMMYECKHE 3aTpaThl CHUCTEMbI 3/I[PABOOXPAHEHUS, HEOOXOJMMBIE Ha BEJICHHE
Kakaoro maiuenTa [158, 169, 228].

[TomMmuMoO SIBHO# 3a7Ep>KKH (PU3UUECKOTO Pa3BUTH, HEIOCTATOYHOCTh MTUTAHUS Y
nererd ¢ JIII mpuBOoAMT K YacThIM pPECHUPATOPHBIM HH(EKIMAM, TOBBIIIACT PHUCK
OCIIO)KHEHHOTO T€UEHUS WH(EKITMOHHOTO MPOIIecca, OKa3bIBACT HETATUBHOE BIIMSTHUE HA
MUHEPAJIbHYIO TUIOTHOCTh KOCTHOM TKaHHM M perapaiuio KOXKHBIX paH, CIIOCOOCTBYET
YUIMHEHUIO CPOKOB TOCIHUTAIN3AIMNA U PAa3BUTHIO MOCICONEPAIMOHHBIX OCJIOXKHECHUM,
OTpaHWYMBAs, a 3a4acTyio0 Jeias HEBO3MOXKHBIM TPOBEICHUE pPEeaOUIUTAIMOHHBIX
Meponpustuii [92, 93, 129, 149, 150, 171, 184, 187, 226]. Bmecte ¢ TeM TPyAHOCTH
oOciieToBaHMs peOCHKA C TXKEJIBIM HEBPOJOTHUYECKUM 3a00JICBAHUEM U HEOTHO3HAYHAS
JTUArHOCTUYECKAsl IEHHOCTh  Pa3IUYHBIX METOJOB  ONPEACICHUS  HapyIICHUU
HYTPUTHUBHOT'O CTaTyca MOTYT CIIOCOOCTBOBAaTh MPOTPECCHPOBAHUIO HEAOCTATOUYHOCTH
IMUTAHWS M YBEJIMYMBATh PHCK HEOJIArompusTHOrO Mcxoja 3aboneBanus [51, 127, 222,
239].

B cBsi3u ¢ BBIIEU3I0KEHHBIM, BOIPOCHI OLICHKH HEAOCTATOYHOCTH MUTAHHUS U
BO3MOKHOCTH KOPPEKIIMM MMEIOIIUXCSA HYTPUTHUBHBIX HapymeHud y nperer ¢ LI
OCTAIOTCSl aKTyalbHBIMH, TPEJACTABISIOT HAy4YHBIM WHTEpPEC ISl HCCIIEeIOBaTelICH W
UMEIOT TIPAKTUYECKYI0 3HAUUMOCTbD JIJIsl CUCTEMBI 31paBooxpanenus [18, 31, 32, 56, 57,
83, 122, 175]. Kpome Toro, HeraTMBHBIC ITOCICACTBUS HEIOCTATOYHOCTH ITMTAHUS
OTPENICIIAIOT HEOOXOJUMOCTh pPa3pabOTKU CTpaTeTWH, HaIpaBJICHHOW Ha paHHEe
BBISIBJICHHE JICTEH, ITOJIBEPXKCHHBIX PUCKY pa3BUTHS HeJocTaToOYHOCTH utanus [30, 125,
174, 217, 233].

OnTuMu3amms CyIIECTBYIONUX IOAXOJA0B K OIIGHKE HYTPUTHBHOTO CTaTyca
MO3BOJIUT pa3paboraTh 3(PQPEeKTUBHBIE HWHCTPYMEHTHI IS PAHHETO BBISBICHUS W
MOHHUTOPUPOBAHUS HENOCTATOYHOCTH NuTaHus y mnanueHTtoB ¢ JIII. PesymeraTtom
MOJI0OHBIX HUCCJIEIOBAHUN MOXKET CTaTh IIOBBIIIIEHUE a3 pekTUBHOCTH

peadbMIMTalIMOHHBIX MEPOTIPUATHM, YIIyUIlICHHE KauecTBa kxu3Hu pedenka ¢ JILIIT.
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Crenenb pa3padloTaHHOCTH TeMbI UCCJIET0BAHUSA

MenuIMHCKMM Hay4dHBIM coo01ecTBoM Poccuiickoit deaepariuu MOCTOSHHO
BEJIETCA MOUCK HOBBIX MOJIXOA0B K BOCCTAHOBUTENIbHOMY JieueHUto aeter ¢ LTI Kak
MPaBWJIO, AaKIEHT pPeaOMIUTAIIMOHHBIX MEPONPUITHN HamNpaBieH Ha YJIy4llIeHHE
JIBUTATEJIbHBIX U MOTOPHBIX HABBIKOB, KOTHUTHBHOE pa3Butue pedenka ¢ JLIIL. ITpu
ATOM KOMOPOMJHOW TIaTOJIOTHHM, B YaCTHOCTH, HEJIOCTAaTOYHOCTH ITUTaHUS,
OKa3bIBAIOIIE HETraTMBHOE BJIMSHUE HA COMAaTH4YeCcKoe 310poBbe y gmerer c¢ LI,
YAESAETCS HEJIOCTATOYHO BHUMAHUs. BOmpockl HapylieHnuii HyTPUTUBHOTO CTaTyca y
nereri ¢ JILII cramm mupoko oOCYXJaThCs B HAYYHOH POCCHUUCKON JUTEpaType
CpaBHUTENILHO HeAaBHO. [lyOnmukanuu, MOCBSIIEHHbIE OIEHKE HYTPUTUBHOTO CTaTyca,
aKTYaJIM3UPYIOT COCTOSIHME TpoOieMbl nutanus y aeteit ¢ JIII, HeoOxoammMocTh
IIPUMEHEHUS IETAIBHON OLIEHKU PallMOHA, OLEHKM KOMIIO3ULIMOHHOTO COCTaBa Teja, HO
BBITOJIHEHBI HA MAJIOYMCIICHHBIX TPYIIIAX MAI[UEHTOB.

Ocraetcst HeJOOIIEHEHHOH MPobJieMa HapyIIIEHU, CBA3aHHBIX C HABBIKOM IpHUEMa
muum y gered ¢ JIII, kak karo4eBOro 3BeHa UL JUATHOCTUKU M KOPPEKLMHU
HEJIOCTATOYHOCTH NuTaHus. Heo0XxoIumMo BHEIpEHHE METOIUK, MO3BOJSIONIMX Bpayy-
neauaTpy 0ObEKTHBHO M OBICTPO OLICHUTH TPYAHOCTH C KOPMIJICHHEM, IPUEMOM U U
nuths y nanuenTa ¢ JIII. {o Hacrosiero BpeMeHH Mpoa0KaeTcs MOUCK HauboJliee
YyBCTBUTEJIHHBIX JIAOOPATOPHBIX MAPKEPOB MeTabomu3Ma Oenka s auarnoctuku HIT y
nauueHToB ¢ JIII. OctaeTcss CHOpHBIM BOIMPOC MO HMCHOJIB30BAHUIO ONTUMAIbHBIX
AHTPOTNIOMETPUYECKUX METOJUK M HOMOTPAMM JJISI OLIEHKU (PU3MUECKOTO Pa3BUTHUA Y
nereit ¢ JALII. B Hacrosiuuit MOMEHT He pa3paboTaHa CUCTEMa paHHEro CKpUHHUHTA U
MOHUTOPUHIa HENOCTATOYHOCTH muTaHus y nperer ¢ LI, 4ro sBiIsgeTcs OxHOM M3

MPUOPUTETHBIX 33724 B Kypalluu JaHHON KaTeropuu MalueHTOB.
eab ucciaenoBanus

UccnenoBath 0OCOOCHHOCTH HYTPUTHUBHOIO CTaTyca y JIeTed C JeTCKUM
1epeOpaIbHBIM TAPAIMYOM Ha OCHOBAaHWUU OIEHKH B3aMMOCBS3EH J1aOOpAaTOPHBIX

HOKa3aTeHeﬁ, YPOBHA  IBHUI'aTCIIBHBIX HapymeHHﬁ, HaBblka 0€30MacHOCTH M
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3(1)(1)CKTI/IBHOCTI/I nmpueMa iy Jjis1 JUarHoCTUKH U IIPOrHO3UPOBAHUA PHUCKA PAa3BUTHA

HCIOCTAaTOYHOCTH ITUTaHHAI.
3az1aqn uccjaeaoBanuda

1. 3yuuTh anTponoMeTpuieckue nokaszarenu y aerer ¢ JILII B 3aBucumoctu oT
YPOBHSI JIBUTATEILHBIX HAPYIICHUI W CTENEHW HapyIICHUW HaBbIKa Y(()EKTUBHOCTH U

0e301acHOCTH IIprucMa IHIIU.

2. IlpoBectn oleHKY Ja0OpaTOPHBIX IIOKa3aTelie OEIKOBOTO OOMeEHa,
MHCYyJIMHONOA00HOTO (hakTopa pocta — 1, aOCOMOTHOrO uKcia TUMQOLUTOB, YPOBHS
kanpuuauona y geredt ¢ LIl ¢ HemocTtaTOYHOCTHIO NMUTaHUS U 0€3 HYTPUTHUBHOTO
neduiuTa.

3. Omnpenenuts OCOOCHHOCTH KOMIIO3UIIMOHHOTO COCTaBa TeJla METOJIOM
OououmiienancHoro ananusa y geredd ¢ LIl ¢ HemocTtaTodyHOCTHIO MHUTaHUS U 0e3
HYTPUTHUBHOTO Jiepunmra.

4. OreHuTh BIUSHUE JIOTIOJHUTEIBHOTO JHTEPAIBHOTO MUTAaHUS HA
KOMITO3ULIMOHHBIN coCTaB Tena y aereu ¢ JALII u HemocTtatouHOCThIO U TaHUS.

5. BbIsIBUTH (hakTOpBI pHUCKa pa3BUTHSI HEIOCTATOYHOCTH MTUTAHKS HA OCHOBaAaHUU
AHTPONOMETPUUECKUX TOKa3aTeIel, mapaMeTpoB KOMIIO3UIMOHHOIO COCTaBa Tejla U

CTENEHU HapyluleHUil HaBblKa 3((HEKTUBHOCTH M OE30MACHOCTU MpUEMa MUIIH Y AETel
¢ JLII.

Haquaﬂ HOBH3HA UCCJICA0BAHHUA

BniepBbie Ha OCHOBaHUU KOMILIEKCHOTO aHaju3a HYTPUTUBHOTO CTaTyca JIeTeH ¢
JIIT moka3zaHo, 4TO MAaIlMEeHThI C OLICHKOM HaBbIKa muTaHus no mkaine EDACS 1V-V
UMEIOT 00Jiee HU3KUE 3HAYEHHUS] POCTa, MAcChl Teja, Z-SCOre MaccChl Teja, OKPYKHOCTH
Oenpa W HapyIIeHHE KOMIIO3UIIMOHHOTO COCTaBa Tejia B BHUJE CHIDKCHUS NapaMeTpoB
TM, OX, BX, nossimienus YOO, @V no cpaBaenuto ¢ aetbmu ¢ EDACS I-111.

VYcraHoBIEHO, YTO HamOoJiee 3HAUYUMBIM PUCKOM Pa3BUTHUS HEJOCTATOYHOCTH

nutanus y geredt ¢ LIl crama omenka HaBbika 3((HEKTUBHOCTH U 0OE30MACHOCTH

nutanusg V-V no mkane EDACS: OR=2,476 (95% AU 1,046; 5,861, p=0,039).
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OrnpeneneHbl 0COOEHHOCTH KOMITO3UIIMOHHOTO cocTaBa Tena y aereid ¢ JILIIT 6e3
HEJIOCTATOYHOCTA NHUTAHUS IO JaHHBIM OHWOMMIIEAAHCOMETPUU B BHJIE CHWKCHUS
MapaMeTPOB KUPOBOU M TOIIEH MACCHI, MOBBILICHUS MMapaMeTpa yAEIbHOTO OCHOBHOTO
oOMeHa, XapaKTepU3yIOIINX HapYyIICHUsS HyTPUTUBHOTO CTaTyca.

HoBpiMU SBIISITOTCSL TaHHBIE O 3HAYMMBIX B3aMMOCBS3SIX MEXKAY IOKA3aTEJISIMU
obmero 6enka, UOP-1 u mapamerpamu OMOMMITEIAHCOMETPUHM : TOIIEH MacChl, aKTUBHOM
KJIETOYHOM MAacChl, CKEJIETHO-MBIIICYHON MAaccChl, OOLIEH >KUIKOCTH, BHEKIJIECTOUHOMN
XKUJKOCTH, YJEILHOTO OCHOBHOTO oOMeHa y nerei ¢ JILII.

JIoKa3aHO IOJ0KUTEIBHOE BIIUSHUE JOIOJHUTEIBHOIO 3HTEPAIbHOIO MUTAHUS
M30KAIOPUMHON  TMOJMMEPHOM  CMECBhIO  4Yepe3 6  MecsAleB  JOTalMd  Ha
aHTPONOMETPHUUECKHE MOKa3aTeau (Macca Tena, z-score macchl Tena/Bo3pact, UMT, z-
score MMT/Bo3pact, TKXKXCT wu mnapamerpsl KOMIIO3UIIMOHHOT'O COCTaBa Tela
(TOBBIIIEHUE TOIIEH MacChl, )KUPOBOW MacChl, OOIIEH KUIKOCTH, CHUKEHUE YIETbHOTO
ocHoBHOro obmena) y aereit ¢ LIl ¢ ymepeHHON W TsHKENOd HETOCTATOYHOCTHIO
MATAHUS.

OnpeneneHo, 4TO NpUEM aHTHUKOHBYJILCAHTOB y Aeterd ¢ JIIII moBsimaer puck
Pa3BUTHS HEJOCTATOYHOCTH IuTaHus B 3,3 pasza: OR=3,354 (95% AU 1,062; 10,590,
p=0,039).

TeopeaneCKaﬂ H NPpaKTHYECKafA 3HAYUMOCTD UCCJICJOBAHUA

[Tokazano, uro jabopaTopHbIE TMOKa3zaTenu OenKoBOro obOmeHa (oOmui Oenok,
anbOyMUH, TpaHCPEPPUH), UHCYIUHONOA00HBIN (akTop pocta — 1, abCOTIOTHOE YUCIIO
TUM(GOITUTOB HE KOPPETUPYIOT C HATMYUEM M TSHKECThIO HEJOCTATOYHOCTH NMUTAHUS Y
nereii ¢ JILI1. Onpenenena Huskas oodecrnedyeHHOCTh BuTamMuHoM D y Bcex aereit ¢ JILIIT
C HEJIOCTAaTOYHOCTHIO MTUTAHUS U 0€3 HYTPUTUBHOTO JePHULIUTA.

Ha ocHOBaHMM KOMIUIEKCHOM OLIEHKHM HYTPUTHUBHOI'O CTaTyca, BKJIIOYAIOLIEU
UCCJIEIOBAHUE KOMIIO3UIIMOHHOTO COCTaBa Tejla, OOOCHOBaHa HEOOXOJIUMOCTh
UCITIOJIb30BAHUS METO/Ia OMOMMIIETAHCHOTO aHaM3a JIJIsl TMarHOCTUKA U MOHUTOPUHTA

HapylieHun nutanus y aereu ¢ LTI
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O060CHOBaHO MPUMEHEHUE MOJUMEPHON HM30KAJIOPUHHOM CMECH Uil KOPPEKLUU
HapylLICHW NMUTaHus B TeueHue 6 mecsaueB y aereu ¢ JALII ¢ ymepeHHOUN U TsKemon
CTENEHBIO HEJOCTATOYHOCTH IMUTAHHUS.

Hacrosmee ucciienoBanue IpoAeMOHCTPUPOBAIO aCCOLUATUBHBIE B3aMMOCBS3U
MEXy CTEMEeHbIO TSKECTH HapylIeHUH HaBblka 3(P(GEKTUBHOCTH M O€30MacHOCTU
nutanus no kinaccupurkanun EDACS u coctossHMEeM HYTPUTHUBHOTO cTaTyca y JETEH C
JUII, yTo moaTBepKaaeT 1eIeCO00pa3HOCTh UCTIONb30BaHMSI JaHHOW KJIaCCU(UKALIUU B
QITOPUTME IUArHOCTUKHU U IPOTHO3UPOBAHUS PACCTPOUCTB nuTanus y nereu ¢ JLII.

Ha ocHOBaHMM NOJIy4eHHBIX pE3YyJIbTAaTOB HCCIEAOBAHMS BBIICICHBI TPYIIIbI
HyTpUTUBHOro pucka y aerei ¢ LI, TpeOyromme auHaMu4yeckoro HaOOJIEHUS U
OLICHKM CTaTyca NUTaHUs BpPAavYOM—IEAMATPOM Ha aMOyJIaTOPHO-NOMMKIMHUYECKOM
JTane.

Pa3pabotan 1 0OOCHOBAaH ajlrOpUTM JIMArHOCTHKU W IMPOTHO3MPOBAHUS PHUCKA
pa3BUTHA HEJOCTATOUHOCTH nuTaHus y nereit ¢ JUII nist neueOHo-peabuiInTalMOHHbIX

LHCHTPOB, OTIIGJIGHI/Iﬁ MaJJIMaTUBHOU ITOMOIIH.
MCTOI[OJIOFI/ISI H METOAbI UCCJICA0OBAHUA

PabGoTta BbIMONHEHa B AW3allHE OTKPHITOTO OJHOMOMEHTHOTO KIMHUYECKOTO
UCCJIEIOBAHMS C TPYNION AuHamMuyeckoro HaOmoneHus. [IpoBenenue uccnenoBaHUs
os100peno studeckum komuterom 1o mpu GI'bOY BO «Tromenckuit MY Munznpasa
Poccun» (mpencemarens — npod., a.M.H. Oprerbepr D.A., mpotokoia Ne 87 ot
31.10.2019). Ilpu BBITIOJIHEHWH AAHHOTO WCCIACAOBAHHS ObUI TIPOBEICH YTTyOJICHHBIN
aHaJau3 JaHHBIX, KacaroUIUXCS BOMPOCOB 3THOJIOTMM, MATOreHEe3a, KIMHUYECKON U
VHCTPYMEHTAJIIBHON TUArHOCTUKHU HEAOCTATOYHOCTU nuTanus y aereu ¢ LI B nemsax
MOJIyYeHHUs] JOCTOBEPHON Hay4YHOW HH(POpPMALIMM HUCIOJIb30BaHbl BaJUIHBIC JIaHHbIE
KIMHAYECKUX W Ja0OpaTOPHO-MHCTPYMEHTAIBHBIX METOJOB HCCICIOBAHUS C UX
MocJeAyIoel cTaTucTUYeckord o0paboTkoil. B guccepTalluOHHOM HCCIIEAOBAaHUU
MIPOAHAIM3UPOBAHbI JaHHBIE oOcienoBanus 89 mereit ¢ pazmuuabiMu dopmamu JIIIIT.

OOBEKTOM HCCIIeIOBAaHUS OBUIM aHAMHECTUYECKHE, KIMHUYECKHE W J1Ta0OpaTOpPHBIE
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JaHHBIC Ha6moz[aeM0ro KOHTHHI'CHTA JIMII. Hcnonb30BaHbI COBPECMCHHBIC MECTOAbI

O6pa6OTKI/I I/IH(i)OpMaHI/II/I N CTaTUCTHYCCKOI'O aHaJIn3a.

HO.]'[O)KeHI/Iﬂ, BBIHOCUMBIC Ha 3alIUTY

1. JlaGopatopHble Mapkepbl OelkoBoro oOMeHa (0O OeloK, albOyMHH,
tpancheppun), UDP-1, abcomoTHOE YUCIIO TUMPOIIMTOB HE KOPPETUPYIOT ¢ HATUUYHUEM
U TSKECThIO HenoctaroyHocTu mnutanust y neret ¢ JILII. Huskas oOecrnieueHHOCTH
BuTaMMHOM D mpucyrtcrByer y Beex naerert ¢ JILIII BHE 3aBUCUMOCTH OT COCTOSIHUS

HYTPUTHUBHOI'O CTATYyCA.

2. JHerm ¢ JUII ©6e3 HEZOCTAaTOYHOCTH IHMTAHUS HMEIOT H3MCHCHHS
KOMITO3UIIMOHHOT'O COCTaBa Tejla, XapaKTEePHU3YIOIIHe KaTaO0JINUeCKYyI0 HAlIPaBICHHOCTh
MeTabo0Iu3Ma elle 10 pa3BUTHS KIMHUYECKUX CUMIITOMOB HapYILICHUH CTaTyca MUTaHUS.
JIOTIOJIHUTENIBHOE HHTEPATIbHOE MUTAHUE OKAa3bIBACT ITOJOKUTEIBHOEC BIIUSIHUE HA
KOMITO3UIIMOHHBIN cocTaB Tena y aereu ¢ JLII u He1oCcTaTOYHOCThIO MU TaHU.

3. ®opmupoBanue HepocTaTouHOCTH muTanus y nereit ¢ J(LIT acconmupoBano ¢
TSOKECTBIO JIBUTATCIBHBIX HAPYIIIEHUH, CTEIICHBIO HAPYIICHUH HaBbIKa 3()(PEKTUBHOTO U

0€30MacHOr0 MUTaHUs, MPUEMOM aHTUKOHBYJILCAHTOB.
CreneHb J0CTOBEPHOCTH U AaNPo0ALMs Pe3yJIbTATOB UCCIEI0BAHUS

JI0CTOBEPHOCTH MOJTYUYEHHBIX PE3YIbTATOB OMPEAEIACTCA JOCTATOYHBIM 00bEMOM
U perpe3eHTaTUBHOCTHIO BEIOOPKH MAIIMEHTOB, UCIIOJI30BaHUEM COBPEMEHHBIX METOIUK
UCCJIEIOBAHMS M CTATUCTUYECKONW 00paOOTKHU TOJyYCHHBIX TAHHBIX.

OcHOBHBIE pe3yJIbTaThl AUCCEPTAIMOHHON PAOOTHI 10J0KEHBI M 00CYKIeHbI Ha | X
TepareBTUYeCKOM (popyMe «AKTyalbHbIE BOIMPOCHI JUATHOCTUKH M JICUCHHS Hauboiiee
pacnpocTpaHeHHBIX 3a0oyieBaHWil BHyTpeHHUX opraHoB» (30.10 — 02.11.2017 r.,
Tromensp), X TepaneBTUUECKOM (PopyMe « AKTyaIbHbIE BOIPOCHI JUATHOCTUKU U JICUCHUS
HaunboJiee pacpoCTPaHEHHBIX 3a00/IeBaHui BHyTpeHHMX opraHosy» (30.10 — 02.11.2018
r., TIOMEHB), PETHOHAIBHOW HAYYHO-TIPAKTUYECKOW KOH(PEPEHIIMH «AKTYyaJIbHbBIE

Bornpockl nomomu nersm ¢ JAUIT m apyrumu Hapymenusimu asukenus» (01.03 —
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02.03.2018 r., TroMeHnn), 007aCTHOM HAYYHO-IPAKTUYECKOW  KOH(EPEHIINH,
nocBseHHOM 45-neTuto nenuarpudeckoro gaxynsprera ®I'bOY BO Tromenckoro MY
Munzapasa PO (15.11 - 16.11.2019 r., TromeHb), Ha MEKPErHOHATBLHOM MacTep-Kiiacce
«Peabumuranus nereit ¢ JALI1. Hayuyno-noka3annas nmpaktukay (29.02 — 01.03. 2020 1.,
TioMens), 65-if MeXpernoHalbHON HayuyHO-TpakTudeckor koHpepenmuun PHMOT,
(17.09 — 18.09.2020 r., Tromenn), VIl okpykHOH HayIHO-TIPAKTHYECKON KOH(DEPECHIINN
neTckux  AHAOKpUHONOroB  XMAO-KOrpsl  «AKTyallbHble  BOMNPOCHI  JIETCKOM
SHJIOKPUHOOJIOTUH: OT KIMHUYECKUX PEKOMEHIAIMNA K PEAIbHOM KIMHAYECKOU
npaktuke» (23.10.2020 r., Cypryt), XXIIlI xonrpecce mnemuarpoB Poccuu c
MEKIyHapoaHbIM yuactuem (05.03. — 07.03.2021 r., Mocksa). 7" International
Conference «Nutrition and Growth 2020», «Nutritional status and ability of children with
cerebral palsy» (poster Ne 125), (26.03. — 28.03.2020 UK, London).

Myoankauuu

[To Teme mauccepranuu onmyOauKoBaHO 11 medaTHbIX padOT, U3 HUX 3 HAyUYHBIC
CTaThH B )KypHasiax U 3 HayyHbIE CTaThH (TE3UCHI) B MaTEpHAIaX HAYUHO-TIPAKTUYECKUX
KOH(EepeHIIM B U3JaHUIX, PEKOMEHIOBaHHBIX Briciielt ATTeCTallMOHHON KOMUCCHEH
(BAK) MuHuctepcTBa HayKH W BbICIIEro oOpa3oBaHus P®, myOmukaimii B apyrux
U3JIaHUSX S5, U3 HUX 2 — B 3apyOekHbIX u3gaHusaX. OHa u3 padoT Ha aHTJIMHCKOM S3bIKE
BKJIIOYAET IMyOJIMKAIIMIO TJIaBhl KOJUICKTUBHOW MoOHorpaduu B uzaarenbctBe Nova

Medicine and Health, New York (cuctemsl riuTupoBanust SCOpUS).
BHeapenue pe3yabTaToB padoThl B IPAKTHKY

Pe3ynbTaThl UccieqOBaHMS, U3JIOKEHHBIE B IUCCEPTALIMHU, BHEIPEHBI B MPAKTUKY
pabotel otaeneHus nammumatuBHOM Tomomm ['AY3 TO «Jletckuit nedeOHO-
peabunuTanMoHHbIN HeHTp «Haaexaa», neTckoro HeBposiornaeckoro oraenenus ['bY3
TO «OGnactHass knuHWYeckas OonpHUIa Ne2» r. Tromenu. Matepuanbr pabOTHI
UCIIOJB3YIOTCS B TMeJarorudeckoM nmporecce kadenpsl neauatpuu HMHcTuTyTa
HerpepsiBHOTO mnpodeccuonanpHoro paszputus DPI'BOY BO «Tromenckuit MY

Munsapasa Poccuiickoit @enepanum» (. TroMeHb).
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JInuHoe yyacTue aBTOpa B NPOBEAEHUH MCCIIETOBAHUS

ABTOp pear30Ball BCE ATAIlbI MOJITOTOBKU U IIPOBEACHUS JAaHHOTO UCCIIEOBAHNUS,
ONpeNeNuil 1eJib, 3aJauyd W AU3ailH Hay4yHOl padoThl. ABTOPOM CaMOCTOSITEILHO
BBITIOJTHEH aHAJIN3 HAaYYHBIX JAHHBIX MO TEME MCCIICIOBAHUS, KIMHUYECKOE BEJICHHUE
narmenToB ¢ JIII1, mpoBeneHa oreHka HaBbIKa mUTaHus 1Mo knaccudukamuun EDACS u
BBITIOJTHEHO HWHCTPYMEHTAJIbHOE HKCCJICI0BaHUE KOMIIO3UIIMOHHOTO COCTaBa Teia
METOJIOM  OWOMMIIETAHCOMETPUU €  MOCICIYIOIMIUM  aHaJu30M  MPOTOKOJIOB
oOcnenoBaHwMs.

ABTOpOM chopMHpOBaHA AIEKTPOHHAS 0a3a JaHHBIX, MPOBEICH CTATHCTUYCCKUIMA
aHaJM3 KOJIMYECTBEHHBIX U KAYECTBEHHBIX MTAPaMETPOB, BBITIOJIHEH aHAU3 MOJYyYSHHBIX
JaHHBIX, C(POPMYJIUPOBAHBI BHIBOJIBI M MPAKTUYECKUE PEKOMEH IAIINK TUCCEPTAITMOHHOMN

paboTHI.
O0beM u CTPYKTYpa AUCCEPTALUU

Huccepranus uznoxeHa Ha 182 crpaHuiiax MalIMHOMMCHOTO TEKCTa, COCTOUT U3
BBEJICHMSI, TJIaBbl 0030pa JIMTEpPATyphl, TJaBbl PE3yJIbTATOB MAaTEPUATIOB M METOJIOB
UCCIICIOBAHUsS, TpPEX TJIaB COOCTBEHHBIX HAONIOJEHUN, OOCYX ICHUS, BBIBOJOB H
MpaKkTUYECKUX pexkomeHpamnuii. Pabora wmoctpupoBana 35 tabnumamu u o 18
pucynkamu, 1 mpunoxxenneM. bubnuorpaduueckuii ykazaTenp BKIOYaeT 63

OTe4YeCTBEHHBIX U 181 MHOCTpaHHBII UCTOUHUK.
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I'JIABA 1. OB30P JINTEPATYPBI

1.1. ®akropsbl, CHOCOOCTBYIOIIME PA3BUTHI0O HEJAOCTATOYHOCTH NMHUTAHMS

y AeTei ¢ IeTCKUM HepedpajibHbIM NAapPaJIHu40M

PeGenox ¢ JILIIT umeeT MHOKECTBO MPEANOCHIIOK JIJISl pA3BUTHUS HEIOCTATOYHOCTH
nutanus (HII). Bospmas rpynma npuyYvMH, KOCBEHHO CBS3aHHBIX C KOPMJIEHUEM H
NUTaHUuEM, 00YyCIIOBJICHA HAJUYMEM y PeOCHKA TSHKEIOr0 XPOHUYECKOTro 3a00JIeBaHMS
HepBHOM cucteMbl. [loBpexkaeHHe MO3rOBBIX (THUIIOTAIAMHYECKUX) IIEHTPOB,
00eCneunBaOIIUX MUTAaHUE W POCT, HAPYIICHHWE HEPBHO-TICUXUYECKOTO pPa3BUTHI,
KOTHUTUBHBIN JePUIUT, TpoOJeMbl ¢ KOMMYHHKAIUMeil, OrpaHUYEHUE JBUTATEIbHON
aKTUBHOCTH, BBIHYKJICHHAS 1103 CO3JAI0T 3HAYNTENbHBIE CIIOKHOCTH JJI aJIeKBAaTHOTO
kopmiieHus pedbenka ¢ JILIT [73, 125, 127].

OpaHoM U3 TOMUHUPYIOIIUX IPUYHH, HETIOCPEICTBEHHO CBA3aHHBIX C KOPMJICHUEM
n Biwsomux Ha passutue HII y nmerenn ¢ JILII, sBimAroTca HapylmeHus TriiOTaHUs,
opodapunreanpHas JUCOYHKIUS [76]. Bo3MoOXXHblE KIMHMYECKHE TPOSIBICHUS
opodapuHreanbHOM NUCPYHKINN BKIOYAIOT CHAJIOPEIO, KaIleIb BO BpeMsi KOPMIICHHUS,
SMH30/Ibl ACTIMPALINY, IIIYMHOE JbIXaHUE W MO3bIBBI K pBOTe [127]. HecormacoBanHast
paboTa ’KeBaTeIbHBIX MBI, A3bIKa U TJIOTKW CHOCOOCTBYET HApPYIICHUIO TJIOTaHUS,
HEKOHTPOJIUPYEMOMY CIIOHOTEYCHHUIO, TPYAHOCTSM C OTKYCHIBAHUEM, MEIJICHHBIM M
Manod(ppeKTUBHBIM JKE€BATENbHBIM JIBIDKeHMsIM. B  wutore y pebenka c LTI
COKpAIIAIOTCs 00BEMBI MOTPEOSIIEMON THUIIH, (POPMUPYETCS XPOHUUECKHUH aePUIuT
Makpo- W MHUKPOHYTPHEHTOB, JHepruu. [lomMuMO 5TOro, TPYIHOCTH TJIOTAaHHS W
JTUCKOM(OPT BO BpeMs MPOJIBUKEHUS MMUIIEBOT0 KOMKA CO3/1al0T CUTYaI[H C BHICOKUM
PUCKOM aclupainud B TpoIecce YMOTpeONeHHs NHUINA M KUAKOCTH. BcnencrBue
HApyIICHUH TIOTAaHUS TPOIECC KOPMIICHUS 3HAYMTEIHHO YJUIMHSETCS W HEPEIKO
CTaHOBHUTCS XPOHUYECKMM CTPECCOM Kak i peOeHKa, Tak U s Beei cembu [97,181].

ITo pe3ynbTaram OHOTO W3 MEPBBIX UCCIeAOBaHUM, poaenanHbix S. Reilly et al.
(1996), mocsseHHBIX MpoOieMaM HapymieHus: riaotanus y gereit ¢ LI, kaxmasiid
TpeTUil peOCHOK ¢ AUCcParnuecKuMu nMpodIeMaMu UMeN OTIPEIeTICHHBIC OTPAHUYCHUS TI0

CTPYKType (KOHCUCTEHIIMM) yrnoTpeOiasiemor nwmmu. [lpu »>ToM 1Be Tperu



15

o0CJIeIOBaHHBIX JIETE HE MOIJIM CAMOCTOSITENLHO YHOTPEOIATh MUILY (OCYLIECTBISAThH
IpoIecC KOPMIICHHS) U OBUIH IIEJTUKOM 3aBUCHUMBI OT TIOCTOPOHHEH IMOMOIIIH B TPOIIECCEe
KOpMJIEHHS. Y JeTell OTMEUYEHO IMOCTOSHHOE NONEPXMBAaHWE NUIIEBBIM KOMKOM U
oTaeNnbHbIe ciydan acnuparuu [208]. BelpakeHHYr0 IUCOYHKIHMIO MPU TIOTAHUU
JEMOHCTPUPOBAIM, B TMEPBYKD OYEpEdb, JE€TH CO 3HAYMUTEIbHBIMU JABUTATEIbHBIMU
HapyILIEHUsIMU. ABTOPBI ClI€NIaIN BBIBOJ] O HAJIMYUU B3aUMOCBSI3U MEXIY Iucharvueit u
BBIPAKEHHOCTBIO MOTOPHBIX HapylleHuH. Takxke OTMETHUIM MOpSIMYyI0 KOPPEJSIUIO
MEXIy ypoBHEM MOTOPHBIX (PyHKIui mo mkaine GMFCS u TsXecThio OpOMOTOPHBIX
Hapyuennii y gereit ¢ LI u cnemyromue uccneaosanus [65, 191,193].

HecooTBeTcTByl0MIME MOTPEOHOCTSAM OpraHu3Ma oO0beMbl YIOTPEOIIeMON MU
OPUBOASAT K DSHEPreTHYECKOMY JucOajaHCy panuoHa, JeUIUTy MakKpo- U
MUKpPOHYTPUEHTOB, HEOOXOIMMBIX JJIsl TIOJTHOLIEHHOTO POCTa U Pa3BUTHS, aJIEKBATHOTO
obMmeHa BemecTB y pedenka ¢ JLIT [163]. Tak, Kilpinen L.P. et al. (2009) u3yuwiu
paunonbl nutanus y gereid ¢ Il ¢ ux mocienyroommm aHaIU30M. ABTOPBI JEIAOT
BBIBO/I, YTO CPEIHECYTOYHAsI KAJOPUWHOCTh pallMOHA B 1IeJ0M He mpeBbimana 80% ot
pekoMeH TyeMol HopMbl ioTpebienus [151]. B paGore Sangermano et al. (2014) taxxke
MOATBEPAKAAETCA HEAOCTATOUHAS CyTOYHAs KaIOPUITHOCTh pallMOHOB nuTaHus s 43%
00CIIeZIOBaHHBIX JIETCH ¢ HEUPOMOTOPHBIMU HapymieHusiMu [181].

Bricokas pacnpoCTpaHEeHHOCTh HEAIEKBATHBIX PAlMOHOB nuTanus y aereu ¢ 111
nokazana B uccienoBanuu Lopes P. et al. (2013) [130]. ABTOpHI NpoOaHAIU3UPOBATIH
nuieBoe MeHio y 90 nereit muaamiero u cpeanero Bospacra ¢ LI 6e3 ncnonb3oBanus
HA30racTPabHOTO 30HJa W TacTPOCTOMHYECKOW TpPYyOKH. AHAmu3 paiudoHa MoKa3al
HU3KOE COAEPIKAHUE YTIEBOAOB B 52% CIydaeB, TOJBKO Y ITOJIOBUHBI IETEN OTMEYAIOCH
JIOCTATOYHOE MoTpedieHue O0enkoB, a y 43% nereld OTMEUEHO BBICOKOE COJIEpKAHUE
JIUTIUAJIOB.

AHanu3 accOpTUMEHTA MUTaHus B 3aBUcUMoOCTH OT popmel LI mokasain, uro B
rpynne aereit ¢ remuruieruet y 50% gereil OTMEUEHO HEAOCTaTOYHOE MOTpediieHHue
OeNKOB | YIiIeBo/I0B. B rpymme nereii ¢ terparmieruei 62% uMenn HU3KOE COjep>KaHne
yriaeBojoB, a 46% — wmuHuUManpHOe mnoTpedieHue Oenka. CpaBHEHHE CpenHen

KUIOPDUMHOCTH pAallMOHa HE II0Ka3aj0 CYIIECTBEHHOW pAa3HULBI Yy JETEH MEXAY
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paznuuHbiMU KiIMHU4Yeckumu (popmamu JILII. ITpu ananuze pamroHa B BO3pacTHOM
acmekTe s Bo3pacTta B 2-3 rojla CpeAHsisi KaJIOPUMHOCTb MHINM COOTBETCTBOBAJA
PEKOMEHIOBAaHHOW HOpME, a yke K 4-6 rojgam Jmia ¢ TeMHUIUICTHEH W TeTparuieruen
MMEJU CHIKEHHYIO KaJOPUHHOCTH paliioHa. Y MalueHToB 0oJiee cTapiiero Bo3pacra ¢
TETpaIUIernel Takke OTMEYeH JAepuIuT cyTouHO# KanopuitHocTr nmutanus [130].

Schoendorfer N. et al. (2010) paccmoTpenu BIHSHHE IHINEBOrO achHUIIUTA
MUKPOHYTPUEHTOB HA PpAa3JIMYHbIC AacCMleKThl >KU3HEACSITENIbHOCTH y JeTeld ¢
3a0oieBaHNEM TIepeOpaTbHBIM MapaiMuoM. bblila BEITIOIHEHA OIleHKAa 00E€CTICUeHHOCTH
nuiieBoro pamuona aereit ¢ JIII ButamuHamu u MuHepanamu. ABTOPBI MPUXOIAT K
3aKJIIOYEHUIO, YTO TAKUM JETSIM CBOMCTBEHHBI SIBHbIE OTPAHMUYEHUSI KauyecTBa KU3HHU,
KOTOpBbIE€ OKa3bIBAIOT HEOJAronpHsTHOE BIMSHHE HA TOKa3aTeau OWOJIOTHYECKOTO
Pa3BUTHS, KPUTEPUU 30POBBS U IIPOJIOJKUTEIBHOCTD )KU3HU. [Ipu 3TOM HCciienoBaTenu
NOJYEPKUBAIOT, YTO, HECMOTPS HA BCIO 3HAYUMOCTH MHUKPOHYTPHEHTOB IS
NOJJIEP)KAaHUST TOMEOCTas3a, MCCIENOBAHMM B 3TOM  HANPAaBICHWH IPOBEIECHO
HEJ0CTAaTOYHO, BOT IOYEMY HEOOXOJUMO JAajbHEHIIee [eTaJIbHOE H3Y4YEHHE 3TOM
npo0JieMsl [167].

Hillesund E. et al. (2007) npu o6cnenoBanuu aereit ¢ AL 3adukcupoBanu B
aHaJIM3ax KPOBU HEJAOCTATOYHOE COJIepKaHUE OOJbIION IPYIIbl BATAMUHOB, MUHEPAJIOB
U JIpyrux BewiecTB. B BbIBOJax pabOThl MOAYEPKUBAETCS, YTO MOJMOOHBIN aeduuuT
MHUKPOHYTPUEHTOB umeeT mecto y nerer ¢ JLII maxke B cilydasix MCIIOJIB30BAaHUSA
WHIMBUYaIbHO PEKOMEHIOBAaHHOM ueThI [ 168].

B pabote Kalra S. et al. (2015) cpaBHHMBaIM copepikaHUEe MOHOB JKeie3a, MEH,
MarHusi ¥ Jpyrux 3JIEMEHTOB B CHIBOPOTKE KPOBHM Y 3J0POBBIX JI€TE€H M MALIUEHTOB C
JUII. ObcnenoBanu penpe3eHTaTUBHBIE TPYIIIbI pa3IMyHOrO Bo3pacta. [lomydeHHbIN
aBTOpAMH PE3YJIHTAT TOBOPUT O BHIPAKEHHOM (haKTUUECKOM AeuIuTe OONBIIMHCTBA
XUMHUYECKUX dJieMeHTOB y nereit ¢ LI B cpaBHEHMH ¢ TMIIaMU KOHTPOJIBHOM TPYIIIIBI
[156].

Papadopoulos A. et al. (2008) B cBoecit paboTe Mmokasand, 4TO y OAHON TpPEeTH
00CJIeIOBaHHBIX JE€TEW, OOJIbHBIX JETCKUM LiepeOpalibHbIM NapaJnyoM, HabJo/1anach

TUTIIOXPOMHAs anemus. [[pyras TpeTh OT 00IIIel YNCICHHOCTH JETE XapakTepru30Baiach
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BBIPKEHHBIM JAePUIUTOM >Keje3a. OnuckiBas PakThl TUarHOCTUKH JKeN1e301e(DUIIUTHON
aHEMUU, aBTOPHI MOJIATAIOT, YTO AHEMUS SIBJISIETCS IPSIMBIM CIIEACTBUEM HEIOCTATOUHOTO
yCBOEHUs1 opraHuzMoM kene3a [146]. Ilpu »Tom y [gereld, NOJy4aBIIMX
MPEUMYIIIECTBEHHO HUIKOE MUTAaHUE, aHEeMUsd U JePUIUT kene3a 3aUKCUPOBAHBI B
95,5%, B TO BpemMs Kak y TAIMEHTOB C JHETOW OOBIYHOW KOHCUCTEHITUU
Keme30/1ePUITMTHBIE COCTOSTHUS HaOMI0MaIMCh 3HaunuTeNbHO pexke — 18,8% ot obiero
KOJIMYECTBa, 0€3 3HAYMMBIX PA3IMUUN MEXIy TpynrnaMu. ABTOPbI CTaTbU OT/AEIBHO
OTMETHJIY, YTO aHAJIM3bI HA CKPBITYIO KPOBh M HAJTMYHE TEIIBMUHTOB B KaJIe Y IETeH ObLITH
OTpHUIIATEIbHBI, 2 YPOBEHb BUTAMHHOB Bg 1 Bi1s COOTBETCTBOBaN BO3pacTHOW HOpME.
be10 crmenaHo JoTMYHOE 3aKIIOYCHHE, YTO HAJTWYHe TOJO0OHBIX TeMaTOJOTHYECKUX
CHUHAPOMOB SIBJISICTCSI P€3yJIbTATOM HEJIOCTATOYHOTO MOTPEOICHMS C TTUIIEH JKeJie3a v €T0
Hea(pheKTHBHOTO 0OMeHa B opranusme [ 146].

HeanexBaTHblil palliOH ¥ HETOCTATOK COTHEYHOTO CBETA, COMMYTCTBYIOIINN ITPUEM
MPOTUBOAIUIIENTHYECKUX MTPENApaTOB CIIOCOOCTBYIOT PA3BUTHIO HEIOCTATOUHOCTH WJTU
neuruty ButamuHa D y gerert ¢ JILII. Huskas oGecneueHHOCTh BHUTaMUHOM D
MPUBOJINT K MBIIIEYHOU C1a00CTH, CHIDKCHUIO MUHEPAIBHOTO COCTaBa KOCTHOW TKaHU U
nepenomam [144, 235]. Haubosee BoipaxkeHHbId neduut kansiuanona (25(0OH)D) B
11a3Me KpOBH IEMOHCTPUPYIOT JETH C TsDKENIbIMU criacTuueckumu popmamu LI [78,
117,133,172, 197].

Tak, B padote King W. et al. (2003) npoaeMOHCTPUPOBAHO CHUKCHHUE KOCTHOM
MAaccChl y IeTel ¢ riepeOpatbHbIM apaIMdoOM U CIIACTHYECKUMU ITape3aMu 10 CPaBHEHHUIO
C TamuMeHTaMud ¢ Oosiee JIETKUMH JIBUTAT€IbHBIMU  HApyIIEHUSAMH. ABTOPBI
MOATBEP)KIAIOT, YTO HEJIOCTATOUYHOE TMOTPEOJICHHE ¢ MUINed BUTaMHHA D W KaibIus,
NpUMEHEHUE AaHTUKOHBYJIbcaHTOB y gered ¢ JII cnocoOGCTByeT HapylIeHHIO
MUHEpaIU3allii KOCTH M 3HAYWTEIHHO TIOBBIIAET PUCK TEPETOMOB KOCTEH CKeJeTa B
TeueHue xku3nu [206].

CymectBennoit mnpoonemonr y gereit ¢ Il sBusroTcs mepenoMbl KOCTEH,
CBSI3aHHBIC C HHU3KOM MuHepanu3arueid koctHod TkaHu [90, 203]. OcoOGeHHO BakHO
YYHTBIBATh COCTOSTHUE OCTEOIICHHHM B JIETCKOM BO3pacTe, TaK KakK B IMPOIECCE pocTa

pe6eHKa IMPOUCXOAUT MHUHCPAIN3alKsd CKCJICTA, HAKOILJICHUC MHHCpaHBHOﬁ IIJIOTHOCTHU
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KOCTHOM TKaHHW, YTO B TMOCIEAYIOIIEM OIpPEAeNsI€T PUCKU Pa3BUTHs OCTEONOpo3a U
MaTOJIOTMYECKUX MEePEIOMOB B 00Jiee O3 THEM BO3paCTe.

B uccnemoBanuu Alvarez Zaragoza C. et al. (2015) Oplna BbIsSIBICHA 3HAYMMast
MOJIOKUTENIbHASL KOPPENALMS MEXKIYy HU3KUM YPOBHEM MMHEPAIbHON TMJIOTHOCTH
koctHOM Tkanu (MIIKT) y nereit ¢ LTI u TsokenpIMu ABUTATEIbHBIMU HAPYIICHUSIMH,
HEJI0OCTATOYHOCTHIO MUTAHUS U CITIOCOOOM KOopMJieHUs. [{eTu ¢ ypoBHEM JIBUTaTEIHLHOTO
pa3BuTua ¢ omeHkoil 1o mkaie GMFCS V, HeZocTaTroyHOCTHIO MUTAHUS U
BCKapMJIMBaHHUEM Yepe3 TacTpOCTOMY HMeNIu O0ojieeé BBICOKME PHUCKH DPa3BUTHS
OCTEOIICHUH U ocTeornopo3a [91].

B cBoem wuccnenoBanun Mughal M. taxxe noareepxnaetr, yto aetu ¢ LI u
TSDKEITBIMA MOTOPHBIMH OTPaHUYEHUSMHA UMEIOT TTOBBIIICHHBINH PUCK MTEPEIOMOB KOCTH
JIaXe Mocyie MUHUMaiIbHOM TpaBMel [ 170]. IToMuMO COCTOSIHHSI OCTEOIIEHUH, BIUSOIIETO
Ha 3710poBbe KocTer, aetu ¢ LIl n3HadaibHO MMEIOT HAapYLICHHYI) APXUTEKTOHUKY
KOCTH (TOHKasi KOPTUKAJIbHAs CTEHKA, MOBBIMICHHAs KOHIIEHTpAIUsi KOCTHOTO >KHpa,
cnabo pa3BuTas TpaOeKyJsipHas 4acTb). BeposiTHO, HaMMuMe U3MEHEHHOU CTPYKTYpPHI
KOCTU SIBJISIETCS IMpelpacnojiaraomM (akTopoM HeOIaronoJiydHoro KOCTHOTO
310poBbs pedenka ¢ JLIIT [90, 241].

[Tomumo neduimra Makpo- W MHUKPOHYTpUEHTOB, y nered c JIIII Becbma
aKTyaJIbHBIMU SBJISIOTCSI BOPOCHI HEI(P(PEKTUBHOTO UCTIOIH30BAHUS MTUIIEBON YHEPTHU.
JlokazaHo, 4TO OCHOBHOM (0a3abHBIN) 0OMEH y JTaHHOUW KaTeropuu MalieHTOB SIBISETCS
OYCHb BapUATUBHBIM, 3aBUCHUT OT JIBUTaTEeIbHOW aKTUBHOCTH pederka [123, 183]. Tak, B
ciy4asix cractTuueckoit popmel 3a06oseBanus y peoenka ¢ JIII1 MuHuMansHbIil ypoBEeHb
JIBUTATEIbHOW aKTUBHOCTH MPHUBOJMUT K CHHUKEHHBIM 3HeprorpataM. B To ke BpeMms y
JeTell ¢ TUIMEepKUHE3aMH, BEAYUIMMU K TOHUYECKOMY HANpPSDKEHHUIO W CIACTUYHOCTHU
HONEPEYHOIOIOCATON MYCKYJIaTyphl, PACXOJ1 SHEPTUH yBenunBaetcs [164].

Crenenp ABUTaTENbHBIX OrpaHnyeHud y pebenka c JILII Takxke oka3biBaer
3HAYMMOE BIIMSHUE Ha pacxo sueprun. B uccnenosannu Walker J. et al. pacxonx snepruu
YMEHBIIIAJICS IO ME€PE HAPACTAHUS CTEIEHU OrPAHUYEHUSI MOTOPHBIX BO3MOKHOCTEH 1O
mkane GMFCS y npereit ¢ JLUII B cpaBHEHUM C HEBPOJIOTMYECKH 3]I0POBBIMU

cBepctHrKamu [209].



19

B wuccrnenopanum, mpoenenHoM B Asctpamuu Arrowsmith F. et al. (2012),
HaOmoganocs 56 geret ¢ Tsokemor  gopmoit  terpamteruu  [183].  ABTopamu
buKCUpOBaNICS  YACHBHBIA  PAacXoJ DHEPTUH, 3aBUCUMOCTh DHEPros3arpar oOT
aHTPOIIOMETPUUECKHUX MTapaMETPOB JeTel 1 Obla MpoBeeHa OllEHKa OCHOBHOTO 0OMEHa
Ha (oHe HyTpuTHUBHON Koppekuuu. CHenaHo 3aKIIOYEHHE O TOM, YTO y JETEeH C
TeTparuierTn4eckoi (GopMoi 1epeOpanbHOro Mapainya JOJDKHBIM pacxoj]] 3HEpruu
SIBJIIETCSI CHUKEHHBIM, OCTABAsICh KpailHE BapUATUBHBIM U TPYIAHO MPOTHO3UPYEMBIM.
Arrowsmith F. et al. (2012) ormedaroT CHMKEHUE DHEPreTHUECKUX MOTPEOHOCTEH Y
JeTel ¢ TshKeNbIMu (popMamu 1iepeOpalibHOTO Mapaiuya U HAlpSIMYIO CBSI3bIBAIOT 3TO C
KOMIICHCATOPHOM ajamnTtaiueii 0OOMEHEHHBIX IMPOIIECCOB OpraHu3Ma K XPOHUYECKOMY
HU3KOKAJIOPUHHOMY paliioHy. B rccnenoBanuu 06110 IPOJEMOHCTPUPOBAHO, YTO TIOCIIE
oOecrieueHus JeTel JOIHKEHCTBYIONUM MTMTAHUEM Yepe3 TacCTPOCTOMY OJTHOBPEMEHHO C
Ha0OpOM Beca yBEJIUYUBAJICS U (DAKTUUECKUHN pacxXo SHEPTrUuu. ABTOPHI 3aKIIOUAIOT, YTO
B pE3yJIbTAaTe MUIIEBON KOPPEKIUU U KOMIIEHCAIIMH HEIOCTATOYHOCTH MUTAHUS JETH C
JUIT moryT yBenuuuBaTh dHeprotpathl opranusma [183]. Takum o0Opa3zom,
HEaJICKBAaTHBIA pAacXoJi DSHEPrud TPU HHU3KOIHEPTreTUYECKOM paluoHe OyJler
crioco6cTBOBaTH (hopMHUpoBaHUIO JAeduiuTa kaopuil y pedenka ¢ JILII1.

JlonoJHUTENbHBIM ~ ()aKTOPOM, BIMSIONIMM Ha Pa3BUTUE HEJOCTATOUYHOCTU
MUTAHUs, SBJISIOTCS COMYTCTBYIOIIME HAPYIICHUS KEITYJOUYHO-KUIIEYHOTO TpaKTa U
oJoHTOCTOMaToorndeckue mpoodsemsr [128, 153]. Hersm ¢ JLII yacto ca0XKHO
MOAACP>KUBATh TUTHEHY POTOBOM MOJIOCTH HA MPUEMIIEMOM YPOBHE, OCOOCHHO JETSAM C
ypoBHEM MoTOpHOU akTuBHOCTH III-V HOpmaTtBOB GMFCS 1 BHBIMU HapyHIEHUSMHU
unresuiekta [ 190, 220]. Hanuuue I'OPb Takke MOKET MOBBIIIATH PUCK BOSHUKHOBEHUS
Kapueca, MOCKOJIbKY MOCTOSHHBINA 3a0p0OC KHCIIOTHI pa3pymaeT 3yoHyro smains [214]. B
cBoeii padote Rodriguez J. et al. (2018) onuchIBarOT pe3yabTaThl CTOMATOJIOTHYECKOTO
o0clieToBaHMs pOTOBOM MOJIOCTH U TIpuKyca y 120 aetet ¢ paznuuabsiMu popmamu LT
[112]. 3adukcupoBaHo, YTO y AETEH CO CMeIaHHOK (GopMOii 3a00JIeBaHus, B CPaBHEHUH
C Apyrumu, Hanbosee 4acTo BeIABIsICS kKapuec (mpu p<0,05). [yis cTOMaTOIOrM4eCKuX
OTKJIOHEHUN OKa3aJIuCh XapaKTEPHBbI TPAaBMATUUECKUE MOBPEKICHUS 3y00B, aHOMAJIUU

IMPHUKYCa, HNPUBBIYHBIC OPAJIbHBIC MbIMICYHBIC COKpAIICHHA, THUIICPINIA3UA JCCCH U
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(ba100p03, 3PO3UH CIU3UCTON 000JIOUKH C 00IIEH YaCTOTONW aHOMaIHil 3yOHOTO MpUKyca
B 87,5% [112].

Okcneptsl ESPGHAN BbIennm sxeny109HO-KUIIEYHbIE MTPOOIEMbl KaK BeCbMa
3HAYMMbIE, KOTOPbIE HEMTOCPEACTBEHHO MOTYT BIIMATH HA COCTOSIHUE NTUTAHUS y JETEN C
HEBPOJIOTHYECKUMU 3a00ieBanusamMu [ 127]. PactipocTpaneHHOCTh racTpo33odareanbHON
pedmrokcHoit Oone3nu (I'DOPB) mocturaer 70% y nmereir ¢ HALII [133]. [Ipu I'OPb
MPOUCXOIUT MOPAKEHUE MUIIEBOJIa PA3IMYHON CTEMEeHH, YTO MPUBOAUT K Aucharu,
OTKa3y OT IMpueMa MUIIH U KaK CIIEACTBHAE — K HapyIIeHusM nutanus [60].

Hapymenue nomknHoii wuHHepBauun opraHoB JKKT, koropoe mnpuBOAUT K
CHI)KEHUIO TOHYCa CPUHKTEPOB, HAPYIICHUIO MOTOPUKH KEIyIKa U MUIIEBOAA, o0Ias
CHACTUYHOCTh M HECIMOCOOHOCTh (PUKCHUPOBAThH MOJIOKEHUE TeJa BOBPEMsI U IOCIHE
KOPMJICHHUSI, CYAOpPOTH, MPUEM NPOTUBOIMWICHTUUYECKUX MPENapaToB, HapyIICHUS
OCAHKU U Apyrue NPUUHHBI ABIAI0TCS (pakTopamu pucka pa3sutus I OPb y nereit ¢ LT
[159]. V rtakux neteii onenka cumntoMoB ['DPB kpaitne 3atpynHeHa. KorHUTHBHBIN
nedUnuT, HapymeHUss KOMMYHUKAIIUKA 3HAYUTEIBHO 3aTPYAHSAIOT cOOp aHaMHe3a y JieTel
c ILII, n nepeako 'OPB ocraeTcst HenuarnoctupoBaHHoM mpodaemoi [96]. JlnutenbHoe
HEKOHTpoupyemoe TeueHrne ' IPb MoxkeT npuBeCTH K TSHKEIBIM OCIOKHEHUSIM, TAKUM
KaK CTpUKTypa nmuieBoAa, (opMupoBaHue numieBona bappera, TspKenon
MOCTreMOpparudeckoil anemuu. XpoHuueckass nucharus Bcienctsue ['OPb moxer
MackupoBatbces y aereu ¢ A1 nox BumoM HapyIieHn# anmeTruTa BILIOTh 10 aHOPEKCHUH,
HPOSIBIISITBCS  PA3APAKUTEIBbHOCTBIO, OECIOKOMCTBOM, IJIUTENIbHBIM IIJIAYeM, pexke —
JUCTOHHMSIMHU MBIIIIIL JIKIA U 1meu [225].

B pa6ore Asgarshirazi M. et al. mpoBeaeHo koMIuiekcHOe oOcienoBanue 50 nerei
¢ JUIT n napymenuem nutanusi. Bcem netsm Obuia mpoBeeHa OlleHKa HyTPUTHUBHOTO
cratyca, 33o(aroractpockonusi ¢ Ouoncueil muiieBoaa, Buaeodmoopockonwus. [lo
pesyabTaTtam obOcnenoBanus, ['OPb Obina BbeisiBieHa y 66%, opodapuHreasbHas
muchyukmms — y 82% nereit. [lpu stom y 52% neteit Obuti TUarHOCTHPOBAHBI 00a
COCTOSIHHA. ABTOpPBI ONPENETWIN MPSAMYK CBSI3b MEXKAY TSDKECTBIO MOTOPHBIX

JIBUTATEIIbHBIX OTPAaHUYCHUH U opodaprHreabHbIMU HapyieHusMu [125].
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Enie ogHo# U3 pacnpocTpaHeHHBIX MPOOJIEM CO CTOPOHBI KETYA0UYHO-KUILIEYHOTO
TpaKTa SIBJISIETCS 3a1op. XPOHUUYECKOE HAPYUIEHNE TPAH3UTA KUIIEYHOTO COAEPKUMOTO
M0 TOJICTOMY KHUIIEYHUKY BJIMSIET HA MOTOPUKY BCETO KEIYJIOYHO-KUIIEYHOTO TaKTa,
TpeOyeT npruemMa cliabUTeNIbHBIX MIPENapaToB U BIUSET HA KAU4ECTBO KU3HU NanueHTa [ 18,
105, 204]. Campanozzi A. et al. (2007) oTmeuyaroT BBICOKHH IPOICHT
pacnpoCcTpaHEHHOCTH XPOHUYECKOT0 3aropa cpeau Aetent ¢ TsokensiMu popmamu LTI
(6onee 50% cnyuaeB B Tpynmnax HaOmojeHuit). JlaHHOE€ OOCTOSITENICTBO CO3/AET
TPYIHOCTH THUTHEHHUYECKOTO YXOJa IMPOMEKHOCTH, CIOCOOCTBYET BBICOKOMY PHCKY
pa3BUTHSI MHPEKIUA MOYEBBIX MyTEH U KOXKH, OCOOCHHO y TAIMEHTOB C HAJIMYHUEM
CHACTHYHOCTH ¥ KOHTPAKTyp B 00J1aCTH Ta300eIpEHHBIX cycTaBoB [148].

Hepenxo mnanmentsr ¢ LIl MMEOT COMyTCTBYIONIYIO SOWIEIICHIO, KOTOpas
JTUKTYET HEOOXO0IMMOCTh MPUMEHEHHUSI ITTUTeIbHON MEIMKaMEeHTO3HO! Tepanuu [12, 82,
127,157]. C onmHOW CTOPOHBI, MPUEM MPOTHBOIMIICHTHYCCKUX IPETIAPATOB MOXKET
MIPUBECTH K PA3TUYHBIM JKEITyJOUYHO-KHUIIIEYHBIM PACCTPOICTBAM, N3MEHEHHUIO AIIIETUTA,
4TO B pe3yJibTaTe OyJeT COPOBOKIATHCS YMEHbBIIIEHHEM 00beMOB OTPEOISIEMOM MUIIN
n KajnopuiiHocTH panuoHa [69]. C gpyroil CTOPOHBI, HEONTHUMAIbHBIC O3Bl
MPOTUBOIIUJIENITUYECKUX TIPENaparoB HE O0O0ECIEeUrMBAIOT KOHTPOJIb 3a00JIeBaHUS
(pmmIenicum), U 4acThle CyJOpPOTH TAaKXe€ HEraTUBHO BIUSIOT Ha MPOILIECC KOPMIICHUS
pebenka [73]. OnHUM U3 camMbIX HA3HAYAEMBIX MPENapaToB IS JICUCHUS SIUJICTICUU B
JICTCKOM BO3pacTe SIBJIAIETCS BayiblipoeBas Kuciota [69]. OmumcaHbl 10303aBUCHMBIC
no6ouHbIe PGEKTh BATBINPOEBONM KUCIOTHI, CPEAU KOTOPBIX — TOIIHOTA, CHUXKEHUE
anrmeTuTa BILIOTh IO aHOPEKCUH, PEKE HAPYIIICHHS CTyJa, 00iu B sxuBoTe [ 134, 198].

B wuccnemoBanmm Jahromi S. et al. (2011) ObuTM OIICGHEHBI OCIOKHEHUS
mpoTUBOANMIIENTHYECKON Tepanuu y 100 mauueHToB ¢ TPyAHOU3ICYMMON AIUJIENICUEN
[131]. OtmeueHo, uTO Hamboslee YACTHIMU OCJIOXKHEHHSM IIPOTHBOIITUIEIITHYCCKOMN
Tepanuu obuH u3xora (34,6%), Tomnora (33,7%), 3anop (26%), prota (22,1%), nuapes
(21,2%), mucharus (19,2%). TomHOTa M pBOTAa BCTPEUATUCH Yalle y MAIMEHTOB,
MOJIyYaBIINX MOHOTEPANHIO KapOaMa3emMHOM M BaJbIPOEBON KHUCIOTOW. CaMblii
BBICOKMH  ypPOBEHb  OCJIOXHEHUN HaOmojancss 'y MalUeHTOB ¢  Tepanuei

AHTUKOHBYJIbCAHTAMMU, BKJIIOUYABIIICH Kap6aMaBGHI/IH.
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[ToMUMO BO3MOXHOTO HETaTUBHOTO BJIMSHUS MPOTUBOAMUIECNTUYECKON TEparnuu
Ha cocrosiuue JKKT, ommcansl 3¢ ¢heKTsl, BIUSIONME Ha HapyIIEHHE KOCTHOTO
MeTabommM3Ma psla aHTUKOHBYJIBCAHTOB. HEKOTOphle MPOTHBOAIMICTITHYCCKHEC
cpeactBa (enuTowH, ¢deHoOapOuTan, kapOaMaszelnuH) HHAYLHUPYIOT TEeYCHOYHBIN
dbepmenT nuToxpoMm P-450, ycunusas TeM caMbIiM MeTabomm3M ButamMuHa D, naaymmpys
runoBuTamMuHo3 D ¢ mocneayromum runeprnapaTupeo3om, 4To MPUBEIET K OCTEONECHUU
U CHUXEHUI0O MMHEpaJbHOM mioTHOCTH Kocth [192]. OnyOnukoBaHbl Hay4dHbIE
WCCJICIOBAHMSI, KOTOPBIC TOJATBEPKIAIOT CBI3b MEKIY HCIOJIB30BAaHUEM TOJIMTEPAITUU
MPOTUBOAIUIIENTHIECKUMHU TIpenaparaMu U jaedunuroMm ButamuHa D u ocreoneHuein
[121, 145]. B pabore Uddenfeldt W. et al. (2013) npoaeMOHCTpUPOBAHO, YTO PHCK
nepeaoMoB Tpyouatbix kocteil y gaereit ¢ JIIIIT ¢ ypoBHEM aKTMBHOCTU ABUXKEHUS IO
pauram GMFCS IV-V nHa ¢one Tepanuu aHTUKOHBYJIbCAHTAMH JIOCTOBEPHO BO3pacTall B
JBa pa3a MO CPaBHCHUIO C JETbMH, HE NMPUHUMAIOIIMMH MPOTHBOIITHICIITHICCKUAC
npenapatsl [240].

[To mamueiM Sato Y. et al. (2011), npu JOJTOCPOYHOM HCIOJIH30BAHUU
BaJILITPOEBOM KUCIIOTHI OTMEYAJICA OTPULATENIbHBIN 10303aBUCUMBII A((HEKT, BIUSIOMINN
Ha KOCTHBIM MeTabonu3M. CuuTaercs, 4TO BaJIbIIPOEBasi KHUCIOTAa HEMOCPEICTBEHHO
CTUMYJIUPYET aKTUBHOCTh OCTEOKJIACTOB, BBI3BIBAS AMCOAIAHC MEXTY IPOIECCAMM
KOCTCOOpa30BaHKUs M pe30pOuueii, 4To CrIocoOCTBYeT MmoTepe KocTHoM macchl [109].
BnusHue 6osiee HOBBIX IPOTUBOATMIICITHUECKUX MTPENApaToB Ha KOCTHBIM METa00JIN3M,
TaKMX KaK JIJAMOTPHKWH, TOTMPOMAT, JIEBETUPAIETaM | JIp., U3Y4YaeTCs, U B HACTOSIINN
MOMEHT HEJIOCTAaTOYHO WCCIICIOBAaHUM, TMO3BOJIAIONIMX CHAENaTh OJHO3HAYHBIE
BbIBOIBI [130].

[ToMuMO MHOKECTBa BBIMICTICPESUUCIICHHBIX MPUYWH, BIUSIOMIUX HA COCTOSHHE
nutanus y pedenka ¢ JII1, MoxHO BbIIETUTH KOCBEHHBIE (haKTOPBI, HETIOCPEACTBEHHO
HE CBSI3aHHBIE C TMHTAaHHWEM — OTpUUATENbHbIE HeHpoTpopuueckue >PEGEKTol,
SHAOKPUHOJIOTUYECKUE HAPYIIICHHUS, CTTACTUIHOCTbD.

OmyOIMKOBaHO HECKOJIBKO paboT, M3ydyaromuX poJib JICITHHA, KaK TOPMOHA,
PETYIUPYIONIETO PACXOJl PHEPTUH, B PA3BUTHHM HEIOCTATOYHOCTH NMUTAHUS Y JETCH C

JILIIT. B padote Yakut A. et al. (2006), ypoBeHb jienTrHa ObUT 3HAYUTEIBHO HUKE Y A€TEH
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¢ JAUII ¢ TsxenbIMUA ABUTATEIbHBIMU HAPYIICHUSIMU U CHACTUYHOCTBIO, YeM y OoJjee
MOOMJIBHBIX TAIMEHTOB. BeposiTHO, YpOBEHb JIENTHHA MOXKET UTPATh 3HAYUTEIHHYIO
poib B HapymeHusx nutanus y aerei ¢ JLIT [217]. B myomukanun Amarase C. et al.
(2016) ommcaHbl TeCHBIC B3aMMOCBSA3U MEXIy YPOBHEM JICTITUHA B CHIBOPOTKE KPOBH U
HyTpUTUBHBIM ctatrycoM y aetert ¢ JUIL Y 86 mereit ¢ LIl Obutm mpoBemeHsI
AHTPONIOMETPUYECKAE HW3MEPEHUS M OIpPENEIEHbl CBHIBOPOTOYHBIE KOHIIEHTpAlUU
anbOyMHUHA U JIENTHHA KaK MapKEPOB HYTPUTUBHON HETOCTATOUHOCTH. TOIBKO ypOBEHb
JIENITAHA MPOJAEMOHCTPUPOBAJ 3HAYMMYIO KOPPEIALIUIO C HU3KOW MAaCCOM TeJla y IETEH C
JLIT [160].

OcoObIii MHTEpPEC NPEACTABISIOT HMCCIEAOBAHUSA, W3Y4YalOUIUE CBSI3b MUTAHUS
YyeJoBeKa C pa3IMYHbIMU (PYHKUIMSIMUA HEPBHOM CUCTEMbI, B YaACTHOCTH, B KOHTEKCTE
U3yYEHHs IPOLECCOB HEMPOIUIACTUYHOCTH TroJIOBHOro Mosra [46, 120, 152, 189].
TepMUH  «IJIACTUYHOCTB»  HEMOCPEJACTBEHHO  HUCIOJB3YETCS  JUIsl  OMHCAHUA
MOP(POPYHKITMOHAIBHBIX HW3MEHEHUH HEWPOHHOW OpraHu3aldd TOJIOBHOTO MO3Ta,
MPOUCXOISIIIIUX B MPOIECCE MHANBUAYATLHOTO Pa3BUTHS U OOYUYCHHS YelIOBEeKa, TaK U B
OTBET Ha HETaTWBHbIC Bo3JaelcTBUs HepBHOW cuctembl [10, 140]. M3BectHO, YTO
HEHWPOHHAsI CHHANTUYECKas CBS3b HAXOJUTCA B OCHOBE KOTHUTHUBHBIX CIIOCOOHOCTEH
YyeloBeKa, oOecneurBasi OpraHu3M ajanTaluedl K HM3MEHSIOIMMCS  YCIOBHSM
BHYTPEHHEU U BHEIIHEHN cpelbl. BaxXKHO, 4TO MEHSIOIIAsACA OpraHn3alus HEpBHOM TKaHU
MOMOTaeT Oprannu3mMy (yHKIIMOHUPOBATH B YCIOBHIX PA3IMYHBIX MOPAKEHUN CTPYKTYP
HEpPBHON cHCTEMBbI, MO3BOJISISL 3(PPEKTUBHO HCIHONB30BATH COXpPAHEHHBbIE (DYHKIIMU
rOJIOBHOT'O ¥ CIIUMHHOTO Mo3ra [ 155]. UMeHHO npo1iecchl IIaCTUYHOCTH FOJIOBHOTO MO3Tra
CIIY>KaT LEHTPAJIbHBIM (PAKTOPOM, ONPENESIONINM YCHEITHOCTh PEeadbMIUTAIIMOHHBIX
MepoTpusTHiA B citydae Hapymenuid ¢pynkuid [THC [139, 242].

B pabote Solvejg L. et al. (2019) Obuta akTyanu3upoBaHa mpoOaemMa U3ydeHus
HelipoTpoduyeckoro (akropa rojgoBHoro mosra (HOI'M) — omgHOro U3 IEHTPaIbHBIX
3BEHbEB (DYHKIIMOHUPOBAHMS HEPBHOM CUCTEMBI U CTUMYJISITOPA HEUPOIIJIACTUIHOCTH Y
nereii ¢ JILII [224]. Llenpro TaHHOTO HCCIICIOBAHMS OBLIO ONpeIelICHHE B3aUMOCBSI3CH
KoHIleHTparuu HelpoTpopuna HOMI™ B mmazme kposu y aeteit ¢ LI ¢ cocrossHuem

MUTaHUsI, YPOBHEM MOTOPHBIX OTpPaHMYECHUNU W (U3UYECKOW aKTUBHOCTHIO. Huskuii



24

ypoBeHb H®I'M B CBIBOPOTKE KpOBHM, HHU3KOKAJOPUNHBIN paIuoH, AePHUIIAT
MOJIMHEHACHIIICHHBIX JKUPHBIX KUCIIOT, MOBBIIICHHBIN PAaCcX0/l SHEPTUU ObLI ONpe/eieH
y JleTeld ¢ HU3KOW Maccoil M ypOBHEM JBHrareiabHbIX HapymeHudl V-V no mkaie
GMFCS no cpaBHEHHUIO ¢ JIeTbMH C 0o0Jjiee JISTKUMH JIBUTATCIIbHBIMU HapYIICHHUSIMU.
ABTOpBI CAENaly BBIBOJ, YTO MOBBIIIEHUE KAJOPUHHOCTH IMUTAHUSA, CAlIEMEHTalus
MOJIMHEHACHIIIICHHBIX KUPHBIX KUCIOT B PAIMOH MOTYT NTOMOYb YIYUYIIUTh (PU3UUECKOE
pa3BUTHE U TMPOLECCHl HEMPOIUIACTUYHOCTA HEPBHOM CHCTEMBI y JTaHHOW KAaTErOpUU
HaIueHToB [224].

Pe3tomupysi BBIIIEU3I0KEHHOE, MOKHO 3aKJIIOUUTh, YTO JUIsI peOeHKa ¢ yxKe
UMEIOIINMCS TTOBPEKIEHUEM HEPBHOM CHUCTEMBbI KPUTUYECKH BAKHO MUHHMH3UPOBATH
ne(ULIUT MaKpO- U MUKPOHYTPUEHTOB B MUTAHUH, CBOEBPEMEHHO U aJIEKBATHO OLIEHUTH
HYTPUTUBHBIN cTaTyc. IloHMMaHue BO3MOXHOCTEW HEWPOIUIACTUYHOCTH MO3ra B
JIETCKOM BO3pAacTe, HEOOXOJUMOCTh CO3JJaHUs ONITUMAJIbHBIX YCIO0BUH 1151 3 (PEKTUBHOM
HelipopeabuIuTauuu UMET 0co00e 3HaueHue AJs JeTed C MOBPEKICHUEM HEPBHOU
CUCTEMBI U HAaKJIAJbIBAIOT 3HAYMMYIO CTEIIEHb OTBETCTBEHHOCTH Ha BCEX YYaCTHHKOB
peadbMIIMTallMOHHOT O TIpoLecca.

[IpoBenieHHBIN aHAIN3 HAyYHBIX JIMTEPATYPHBIX JAHHBIX CBHUIIETEIIBCTBYET, YTO
ATUOJIOTHUSI HEIOCTATOYHOCTH muTaHus y pebenka ¢ JLII Hocut MHOrodakTopHbIN
xapakrep. HecornmacoBanHass pa®oTa MBI POTOTJOTKH, € OJHOM CTOPOHBI,
oOyclaBIuBaeT HapylieHue (U3MOJIOTHH TJIOTAHUS, YTO MPUBOAUT K HEAOCTATOYHOMY
noTpeOIeHN0 00bEMOB MUILM U ASULIUTHOMY palMOHY Jaxe Ha (OoHE aJeKBATHON
nuetsl pedenka. C apyroi ctoponsl, pyHkironansHbie pacctporicta XKKT ycyryOmstor
IpOLIECChl MEepEBApUBaHUs M BCAChIBaHUS MUTATEJIbHBIX BellecTB. HeManoBaXHbIM B
ATOM LIETH COOBITUN SIBJISIIOTCSI YMCTBEHHBIE U MOBEJECHUYECKHE HAPYILIEHUsI, KOTOPbhIE
3HAYUTENIbHO 3aTPYAHAIOT OOIEHHE C TaKUMU JeThbMH. Bce 3TO yclokHseT mporecc
KOpMJICHMSI, 3a4acTyio (OpMHUpYsi CTPECCOBBbIE CHUTyalldd Kak y JeTel, Tak u
MEIULMHCKOIO [IEPCOHAJIA NN B KPYTy CEMBH.

Hammune y onmerenr ¢ JUII cymiecTBeHHBIX MOTOPHBIX  OIpaHUYCHHM,
BBIHY>KJIEHHOTO HAXOXEHUS B CTATUYECKUX M03aX, YACTHIX CIACTUYECKUX COKpPALIEHUMN

CKEJIETHOM MYCKYJaTyphbl CO3A€T JOIOJIHUTENbHBIE TPYJIHOCTH NPU NPUEME MUK U
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NUThSl, OTPAaHMYMBAET BO3MOXKHOCTU aJIEKBATHOI'O MHCIIOJIb30BAHMS MOTPEOIsIEMON C
MMUIIEA SHEPTUH.

Taxum o6pazom, y nereit ¢ JIL{I1 MHOXECTBO B3aMMOCBSI3aHHBIX TATOJIOTHYCCKIX
IPOLIECCOB  CIIOCOOCTBYIOT ()OPMHMPOBAHUIO BBIPAXKEHHOTO JucOajlaHCca MEXIy
WHIUBUIYAIbHBIMA TMOTPEOHOCTSAMH OpraHM3Ma B MHTATENIbHBIX BEIIECTBAX, HX
NOCTYIUIEHUEM, YCBOCHHEM U (PAKTUYECKUM MCHOJIb30BaHUEM. B KOHEYHOM wuTOre
IPOrPECCUBHO HAaKaIUIMBAIOIIMKMCA JAe(PULIUT BSHEpruu, Oelka M MHUKPOIJIEMEHTOB
IPUBOJIUT K POPMHUPOBAHUIO OCTPON MIIM XPOHUUECKON HYTPUTUBHON HEIOCTATOYHOCTH

y manuenTos ¢ JLIIT.

1.2. MeToapl OLleHKH HYTPUTUBHOIO cTatyca y aereii ¢ JILIT

KowmriekcHast olleHKa HYTPUTUBHOTO CTaryca TallMeHTa HeooXxoauma s
JIMAarHOCTUKHU HE0CTAaTOYHOCTH nutanus [14, 20, 24, 25]. B HacTosmmuii MoMeHT B PO
CYILIECTBYET OOMICTIPUHSTHIA MOJIXO0J K OILIEHKE HYTPUTHUBHOTO CTaryca y JeTed Hu
B3pocibix. Ha mepBom artame mpoBonaT cOop kanobd, u3ydeHHe MUIEeBOro aHaMHE3a,
KJIIMHUYECKOe 00CJIeIoBaHME M3y4yaeMOro KOHTHUHIeHTa. B mocriemyronieM mnpoBOIST
AHTPONOMETPHUI0 U AaHAJIU3 COCTaBa TeJlda C IOMOILIBI0 HEWHBA3UBHBIX METOAUK —
JIEHCUTOMETPUM W OMOUMIIEJAaHCOMETPUHU. 3aTEM C MOMOUIBI0 MPSMON M HENpsAMOMN
KUIOPDUMETPUU  TPOBOJUTCS  HUcclieoBaHWe  sHepronponykuuu.  CoaepxkaHue
OMOXMMHYECKUX MapKEPOB IHUIIEBOr0 CTaTyca, TaKMX Kak oOmuii Oelok, albOyMuH,
TpaHc(hEeppHUH, TPAHCTUPPETHH, U a0COIOTHOE KOJIMYECTBO JUM(OIIMTOB B CHIBOPOTKE
KpPOBH 3aBEpILAIOT ONpeiesieHne NuiieBoro craryca [24, 50].

J1o HacTosAIIEero BpeMEeHU MOAXOAbI K OLIEHKE MUILEBOro craryca y aereu ¢ LI
IPOOKAIOT 0CTaBAaThCS MPEeAMETOM Hay4dHOU auckyccuu [31, 33, 178, 182]. YV pebenka
¢ JLII ouenka craryca muTaHHWs NPEACTABISET ISl Bpada-KIMHHUIMCTA HEOPOCTYIO
3amady. OcoOeHHOCTH (PU3UYECKOTO pa3BUTHS, JedopMalnu KOCTHOTO CKeJleTa,
KOTHUTHUBHBIE HAPYIICHHUS CO3JAaI0T OOBEKTUBHBIC CIOKHOCTH TIPH B3aUMOJCHCTBUU

Bpayda C IIallMCHTOM U Tpe6YIOT CIICIHNAIIN3UPOBAHHOI'O ITOAX0Ad U HABbIKA.
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[Tammenter ¢ LIl mpeacTaBisitoT co0OiMl TreTeporeHHy TPYITy OOJBHBIX C
pa3IMYHBIM YPOBHEM HEBPOJIOTMUECKOTO MOBpEXACHUs. B OONbIIMHCTBE Cily4yaeB
BepOaIbHBI NPOAYKTUBHBIA KOHTakT Bpada ¢ pebdenkom JIIII 3arpynnen. Ilpum
MEPBUYHOM THIATEJIBHOM KIMHMUYECKOM OCMOTpPE Bpay KOCBEHHO MOXET 3aroJ03pUTh
HEJOCTAaTOYHOE MOTpeOseHne Kaaopuil, ACPUIUT MaKpo- U MHKPOIJIEMEHTOB,
BUTAaMHHOB y pebeHka. OTeUHOCTh TKaHEH yKa3bIBAe€T HAa HEAOCTATOK Oelika U TaKkKe
MOKET OBITh MPU3HAKOM CEPJICYHON WIIM MOYEYHOM HEIOCTATOYHOCTHU. bieAHOCTh KOXKHU
U CIM3UCTBIX, (PYHKIMOHAJIBHBIE IIYMbI B CEPJLIE YACTO ONPEACIIAIOTCS NPU aHEMUU
pasnuuHoro renes3a. CyxocTh KOXH, HICTOHUEHUE BOJIOC, 1ehopMalyst U HCUEPUEHHOCTh
HOTTE OyayT CBUIETENbCTBOBATH B IMOJb3y JAePUIUTA KUPOPACTBOPUMBIX
BUTaMUHOB [7, 24, 53].

[inoxas penapanus paH, IPOJIEKHU JUATHOCTUPYIOTCA Y MALIMEHTOB IIPU HU3KOU
KJIOpUHUHOCTH paruoHa, neduuure ButamMmuHoB C, E u niunka [78, 178]. OOHapyKeHHbIC
IIPU  KCCJIENOBAHUM OIIOPHO-ABUIATEIBHOIO aIlapara «PaxUTUYECKUE YETKW,
yTOJIIeHne kocted 3amsictest U O-oOpasHas nedopmanvs HMKHUX KOHEYHOCTEH,
ABJIAIOTCS. XapaKTEPHBIMU IPU3HAKaMu aeduita BuTamuHa D.

AHTpONOMETpUYECKHE 00CIIEOBAHUS SIBJISAIOTCS MEPBOHAYAIBHBIM U KIFOUEBBIM
3BEHOM aJITOpUTMa OIIEHKH nuiieBoro craryca y aereu ¢ ILI1. U3mepenue Beca, pocra,
pacueT MHIEKCa MacChl TeJla MO3BOJISIOT OLICHUTh HE TOJBKO (PU3MUecKoe pa3BUTHE, HO
U J1aTh OLIEHKY OEJIKOBO-3HEPTreTUYECKOW HEAOCTaTOYHOCTU WM M30BITKa MAcChl Teja.
OT OOBEKTMBHOW M aJE€KBAaTHOM OIIEHKHU JAHHBIX AHTPONOMETPUU OYIET 3aBUCETH
nocJIeAyoIIas HajIexKarias oleHka crtatyca nutanus pedenka c JILIIT [80].

Hcnonp30BaHne cTaHAAPTHBIX aHTPONIOMETPUYECKUX MeTONMK y Aeter ¢ AT ne
BCErJla MPUEMIIEMO, TaK KAK TAKHE MAIUEHTHI 3a4aCTy0 UMEIOT KOHTPAKTYpbI OIOPHO-
JBUTATEILHOTO  ammapaTa, BbIpaXeHHble  JedopMalmuu  KOCTHOTO  CKeJeTa,
HEMPOU3BOJIBHBIN CIIa3M CKEJIETHOW MYCKYJATypbl M NCUXUYECKHE OTKIOHEHHUS, YTO
3HAYUTEIHLHO 3aTPYAHSCT MPOBEICHIE aHTPOIIOMETPHH U KOHTAKT C marpenTom [162].

N3mepenne maccel y pebenka ¢ LIl moxeT ObITH MPOBEACHO C TOMOIIIBIO
OOBIYHBIX HAIOJIbHBIX BECOB, €CJIU PEOEHOK MOXET CTOSATh, U B MOJOXKEHUH CUAS — TS

MaJIONIOABMKHBIX JeTel. BO3MOKXHO B3BEIIMBAaHHUE JNETEH HA pyKax y POAUTEIEH WIH
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OTBETCTBEHHOTO MEPCOHANA C MOCIEIYIOIINM BRIUUTAHUEM ISl TOUHOCTH Beca Tena [ 15,
24]. CrangapTHOEe U3MepeHue pocta y yactu naureHTtoB ¢ JILII umeer orpanndeHusl.
Ecnu peGeHOK MOXKET CTOSITh Ha TIPSIMBIX HOTAX, M3MEPEHHUE POCTa MPOBOIAT OOBIYHBIM
CIIOCOOOM C TMOMOIIBIO CTaJAMOMETpPa, a B JIeKayeM TOJIOKEHUH — HCIONb3Ys
CAaHTUMETPOBYIO JICHTY IIPH OTCYTCTBUU BO3MOKHOCTH BEPTHKAIBLHOTO M3MepeHus [36].

[Ipu HamM4YMK KOCTHBIX JedhopMaliiil, KOHTPAKTYP U BRIBUXOB CYCTaBOB BO3MOYKHO
MIPUMEHEHUE METOJMK CETMEHTAPHBIX W3MEPEHUN C MOMOUIBI0 CAHTUMETPOBOW JICHTBI
WU CKOJIB34IIero kanunepa. Haunbornee TOYHOI ABISETCS METOAMKA BBIYUCICHUS
IpeanojaraeMoro pocra pebeHka mo januHe rojieHu. [lo MeauanbHONW MOBEPXHOCTH
00Jp11E0EPIIOBOI1 KOCTH MU3MEPSETCS PACCTOSHUE OT MPOKCUMAIBHOTO 3MH(PU3a KOCTH
JI0 HIKHETO Kpash MeAUalbHOW JIOJIBDKKM. MeTonuka yaoOHa TeM, YTO H3MEpPEHHs
MOYKHO TIPOBOJIUTH y MAIMEHTA KaK JIe)Ka Ha criuHe, Tak u cuas [70, 201].

Pacdersl aHTpONOMETPUYECKMX HWHIECKCOB TPAAULUMOHHO HCIOJIB3YIOTCS IS
OILICHKH CTaTyca MUTaHus y JeTeil u B3pocibix. Hanboee pacpocTpaHEHHBIM SIBIISIETCS
ungexkc Maccbl Tena (MMT), KOCBEHHO OTpakaroUMil COOTHOIIEHUE >XUPOBOM H
MBIIIEYHON MACCHI TENA U PACCUUTHIBAEMBIN KaK COOTHOLIEHUE BECa B KT, K POCTY B M?
[24, 36, 188]. Cormacuo obmenpunsToii kinaccupukanuu BO3, mo BenmuduHe Z-SCOre
NMT/Bo3pacT ycTaHaBIUBAETCS CTENIEHb HEJOCTATOYHOCTU NUTaHus [244]. B HayuHol
JIUTEPATYPE OMMUCHIBAKOTCS ACCOLMALIMM MEXIAY YPE3MEPHO BBICOKUMH WU HU3KHUMU
nokazarensiMu IMT ¥ TOBBIIEHHBIM PHUCKOM IIPEKICBPEMEHHONM CMEPTHOCTH BO
B3pOCJION monyJisanuy narueHTos [81, 90, 185, 237].

PeGenox c JUII, mommmo pedopmanmii ckenera, CO3MAIMUX TPYAHOCTU
MPOBEICHUS] AHTPONOMETPUUYECKUX H3MEPEHUI, UMEET OCOOCHHOCTH pacHpeeiIeHUs
JKUPOBOM TKaHW B OpPraHW3M€, HECUMMETPUYHOCTh PA3BUTHUS TJIAJKOW MYCKYJIAaTypBhl.
Brruncnenrne aHTpOnoOMETpUUECKUX HHAEKCOB MO3BOJISIET Bpayy ONPEAECIUTh HUITUYUE U
crenedb HII, HO He MOXeT oTpaxaTh B MOJHOM Mepe (aKTUUECKHUE HYTPUTHUBHBIE
Hapymenus y pedenka c JILII [86, 90]. UccnenoBanue Hemenkux kosuter Duran 1. et al.
(2018) mo mmarnoctuke oxkupenus y nerer ¢ JIILII moaTBepkmaeT HEOOBEKTUBHYIO
OIICHKY COCTOSIHUSI KUPOBOM TKaHM 1o nokazatento UMT, onu cuutaroT He0OX0MMbIM

IMPOBCACHUC aHAJIN3a COCTaBa TCJIa IJIsI OHCHKU COCTOSAHUS ITUTAHUA Y I[ElHHOﬁ KaTCropuu
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nanueHToB [ 116]. [To MHEHHIO aBTOPOB, OLIEHKA HEJJOCTATOYHOCTH IMTUTAHUSA 11O BEJIMYMHE
z-score HMMT/Bo3pacT W BeJIMYMHE Z-SCOr€ POCT/BO3PACT HUMEET BBICOKYIO
CHeU(PUIHOCTD, HO HU3KYIO UyBCTBUTEIIBHOCTD U HE IMOAX0IUT [t nete ¢ JILIT [116].

OnHOMl M3 TPOCTHIX M JOCTYIHBIX AHTPONOMETPUYECKUX METOJUK SIBISETCS
u3MepeHue OokpyxHocteil cepenunsl 1wieda (OII) u  okpyxnoctu Oenpa (OB)
CaHTUMETPOBOM JyieHTOW [15, 24]. JlaHHasg MeTOAMKa IMO3BOJAET KOCBEHHO OIIEHUTH
COCTOSIHUE MBIIIEYHOM CHUCTEMBI, CTEMEHb YNHUTAHHOCTU peOeHKa, OCOOEHHO B
CUTyalMsIX, KOT/Ia B3BEIIMBaHUE peOCHKa HEBO3MOXKHO MO KakuM-1ubO0 mpuuuHam. C
oMok u3MepeHuid Ol MOKHO paccUMTaTh OKPY>KHOCTH MBIIIII] [1JI€Ya, YTO KOCBEHHO
OyJlleT oTpakaTh COCTOSTHUE MBIIIIEYHOTO (OEJIKOBOTO) AENO B OpraHu3Me peoeHka [24].

B Hacrosiee Bpems 1ei€cOO0pa3HO  HCMHOJIb30BaTh HOMOTPAMMBI IS
OTIpeJICIICHHS BETMYMHBI Z-SCOIe cpeTHEN OKPYKHOCTH IJIeua, pa3paboTaHHbIE JIJIs eTeH
oT 5 710 19 ner u cTangapTU3UPOBAHHBIE 1O TOJY, BO3pacTy U pocty [244]. B pabore
Mramba L., Ngari M. (2017) y 2426 neteii, u3 Hux 685 66110 BUU-nHGUIIMPOBAHHBIX,
MPOU3BEACHA OIIEHKA COCTOSIHUSA MUTAaHUA M PAcCUMTaH IMPOTHO3 PUCKA CMEPTU OT
Henoenanus [64]. B pe3ynbrare uccienoBanus aBTOpbl C(HOPMYITUPOBAIN PE3IOME, YTO
OLIEHKA COCTOSIHMS TUTAHHUsI, PUCKOB CMEPTHOCTH y JIETEW M0 BEJIMYUHE Z-SCOIe Cpe/iHEe
okpyxHocTtu Tieda (OII)/Bo3pacT cTonb ke 3¢ ¢deKTUBHA, KaK W OIICHKa MO Z-SCore
NUMT/Bo3pact, W MOXET 3HAYUTEIBHO YMNPOCTUTh CKPUHUHT HYTPUTHUBHOMN
HejocTaToyHocT 'y aeteil. Okcneptel ESPGAN mpemiaraior UCmoiab30BaTh JTaHHBIN
MoKa3aTelb JUIsl OICHKH HEJIOCTAaTOYHOCTH NuTanus y aeteit ¢ LI [127].

OnHako ecTh W NPOTHUBOIOJIOKHBIE MHEHMS, HUCKIIOYAIOIIUE€ OTHOCUTEIBHO
BBICOKYIO J10cTOBepHOCTh quarHoctuku HII mo Benmunne z-score OIl/Bo3pact y nerei
[135, 136, 199]. ITo muenuto Guesdon B. et al. (2020), ucmons30BaHrue TONBKO 3TOM
OJTHOM aHTPOIIOMETPUYECKOM OICHKH MOXKET IMPHUBECTH K ONIMOOYHOM JTMAarHOCTHUKE
HEJIOCTATOYHOCTH TMHUTaHUSA y JCETed BCIEICTBUE OTEKa IOJKOXKHBIX TKaHEH MpH
Henoenanuu [199].

Pebenox c¢ JIIII wumeer pasznuyHbld ypOBEHb JBUTATEIBHBIX HAPYIICHHM,
OTIPENICTAIONUNA UHAUBUIYAIBHBI KOPUIOP €ro JBHUIaTelIbHBIX BO3MOXKHOCTEH U

MOCJICAYIOINNC TCMIIbI (I)I/I3I/I‘—IGCKOFO Pa3BUTHA, 3HAYUTCIIbHO OTJINYAarOmMMUCCAa OT z[eTeﬁ
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0e3 HEBPOJOrnyecKoro noBpexaeHus. CooTBETCTBEHHO, OIIEHKA TUHAMUKH pOCTa JeTel
¢ AT mo HomMmorpamMmmam JJis 3JJ0pPOBBIX JIETEH HE BCErJa MOXET ObITh 00bEKTUBHOM. B
HACTOSIIIIMM MOMEHT B MEKIYHAPOAHOM COOOIIECTBE CUUTAETCS KOPPEKTHOM OLICHKA
¢usnueckoro pazButusi pedbenka c¢ JUII mo cnenmann3vpoBaHHBIM HOMOIpaMMaM
«IIpoext npopomxurensHocTy xu3Hm» (Life Expectansi Project). JlanHbii npoekT ObLT
npeaiokeH HaydyHoMy cooOuiecTBy Brooks J. et al. B 2011 rogy, B HEM KOMIUIEKCHO
YUYUTBIBAIOTCS T10JI, BO3PACT, CHUCTEMa MOTOPHBIX HAaBBIKOB M CIOCOOBI KOPMIJICHUS
pedenka. Homorpammbl OCHOBBIBAIOTCS Ha OOJIBIIOM YKciie u3mepenuit y aereit ¢ LI,
HaOmronaBmuxcs B Kanmudopuuu [162].

Ouenka ¢usnyeckoro pa3sutusi no meronuke Life Expectancy Project mmeer
CYIIECTBEHHOE 3HAaY€HUWE B KIMHUYECKOM MpPAKTUKE Bpaya, IO3BOJISASI OLEHUTH
IpeanojaraeMblii pUCK CMEPTHOCTH JIsl TarueHTa. Tak, OblUTO TOKa3aHo, YTo y JIeTeH ¢
JUIT ¢ yposaem mo mkane GMFCS [11-V u Becom Himke 20-ro mepreHTHIISA, PUCK
CMEpPTHOCTH BO3pACTAET B MOJTOpa pa3a B CPABHEHHUHM C JUUAMU I[PU HOPMAaIbHBIX
nokazarensax ¢pusndeckoro pasputus [207].

OkcneptHas rpynna ESPGHAN mpunepxuBaeTcs albTepHATUBHON TOUYKH 3PEHUS
U HE PEKOMEHAYET OIEHKY HEJAOCTaTOYHOCTM MHUTaHUS C [PUMEHEHUEM
crenuanu3upoBanHbiX Imkan Brooks J. et al. (2011) ansa mereii ¢ ALIIL. [To mMHeHuto
aBTOPOB, JIAaHHBIE JHArpaMMbl HE SBJSIOTCS JTAJIOHHBIMH M OTpaXKarwT (HakT,
CBUJICTEIICTBYIOIINM, Kak pacTeT pedeHok c¢ JIIIII, a He «kak OH JOJKEH pacTu», U
npeJiaratoT MCIOJIb30BaTh ISl OLICHKH (u3udeckoro passutus mis aereit ¢ JIIIII
HoMorpammbl BO3 111 3M10pOBBIX JETEN.

OnHaKO HEKOTOphIE CHEHHANMCTHI, 3aHuMarommecs jaedenuem nereu ¢ JLII,
NPUJICPKUBAIOTCS TIPOTUBOTIOIOXKHOM nmo3urnu. B wactHoctu, Baranek E.S. et al. (2019)
B CBOEH paboTe OIIEHUBAIOT CIICIIMAIM3UPOBAHHbBIE JUarpaMMbl pocTa i nerei ¢ AT
KaK TOJIC3HbIN M YyBCTBUTEIBHBIN UHCTPYMEHT JIJISl BBISIBJICHUSI MTAIIUEHTOB C BHICOKUM
pHCKOM MocTonepanroHHoro uHouimpoanus [Baranek E. et al., 2019]. B
mHororeHTpoBoM uccienoBannn Aydin K. et al. (2018) 6b110 BKIIFOUEHO ¥ 00CI€I0BAHO

1108 merert ¢ [ALII. B wurtore ucciegoBaHusi aBTOPHI JEIAOT BBIBOJ, YTO OIICHKA
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(bu3MYEecKOro pa3BUTHA MO OOIIETIONMYJISIIIMOHHBIM HOMOTpaMMaM poCTa HE SIBIISETCA
KoppekTHou i nereit ¢ JALIT [83].

B 2018 r. poccuiickuMu KOJIJIEraMH BBITOJIHEHO OJJHOMOMEHTHOE MOITYJISIIUOHHOE
UCCIIEJOBAaHUE, B KOTOPOM IIPOBEAEHA OLEHKA COIJIACOBAHHOCTH PETHOHAIBHBIX U
CHEHHAIM3UPOBAHHBIX LIKAJ I KPUTEPUEB OLICHKHU BO3PACTHBIX HOpM y nerent ¢ [
[51]. B pe3ynbTaTe npoBEICHHOTO aHKETHPOBAHUS aBTOPHI ONPEICIUIN, YTO OEIKOBO-
DHEPreTUYECKasl HEJOCTATOYHOCTh BBISBISIETCS. B MATh pa3 peEXKE C  yUYETOM
CHCIMATM3UPOBaHHBIX MapameTrpoB Life EXxpectancy Project mo cpaBHeHHIO ¢
PETUOHATBHBIMU JJAHHBIMH.

Poccuiickne cnenumanucTel, 3aHuMaromuecs kypamuen aeren ¢ JLII, Takxke
NPUAECPKUBAIOTCS MHEHUS, UTO OlleHKa (pu3ndeckoro pa3Butus aul ¢ LI u crenenbro
neuratenbHbIX HapyteHu# |1-V o knaccudukamun GMFCS nomxkHa ObITh IpOBEICHA
M0 CIEeUHUATIU3UPOBAHHBIM IIEHTUJIBHBIM Ta0nuiaM. VckiIroueHreM u3 1aHHOTO MpaBuiia
MOTYT OBITh JIETH C JIESTKUMH JIBUTaTeIbHBIMU orpaHudeHusMu I-11 ctenenu no mkane
GMFCS, uTo Mo3BOJSIET B MOCIIEAYIONIEM IPUMEHATH K HUM HOMOTpaMMbl olleHku BO3,
MCMOJIb3yEMBIE IS 3M0POBBIX AeTen [15].

Pe3roMupyst BBILIEU3II0KEHHOE, OUEBUIHO, YTO AHTPOIIOMETPUUYECKUE U3MEPEHUS
y pebenka ¢ JILIIT He Bcerga MoryT ObITh KOPPEKTHBIMU, YTO IPUBOJIUT K MOCIEAYIOLIEH
OIIMOOYHOM OIIEHKE HYTPUTUBHOTO (MHIIEBOT0) cTaTyca. B CBsI3U ¢ 3TUM OOJIBITUHCTBO
CIICLIMAJIMCTOB, 3aHUMAIOIINUXCS Bonpocamu nutanus y aered c¢ LI, cuuraror, 4yrto
HYTPUTUBHBIA CTaTyC y JAHHOW KaTeropuyd IMAIMEHTOB HE CIJIEAYET OILICHUBATh
UCKITFOUUTETFHO TI0 aHTPOIIOMETPUYECKUM MapaMeTpam, HeoOXoauma JOMOTHUTEIbHAS
OIIEHKa KOMITO3UITMOHHOTO cocTaBa Tena [127].

Bornpocsl ananuza u oueHku cocrasa tena y aereu ¢ LI ocratorcs akTyanbHbIMU
Ha CErOJHSIIHUI eHh M aKTUBHO OCBEINAIOTCS B HAay4HOW juteparype [87, 118, 119,
209]. B Poccuiickoit denepaiyiu UCClIeI0BaHUS, TOCBSIIEHHBIE OLICHKE aHaIN3a COCTaBa
tena y pered ¢ JILII, HEMHOrouwWcCleHHBI W NPEACTABISIIOT HAYYHBIM HHTEpEC
UCCIIeoBaTeNeH pa3IndHbIX TeauaTpudeckux mkoi [32, 33, 38, 39, 43].

Komnozunmonnsiit coctas tena y nuil ¢ JJLIT MoxkeT CylecTBeHHO OTINYaThCA OT

TKAaHEBOTO COCTaBa Telia JieTel 0e3 HEeBPOJIOTHUECKOTo MOoBpexkaeHus. OrpaHuyeHus
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HABbIKA MUTAHUS, CIIOCOO KOPMIICHMS MAlIMEHTa, YPOBEHb JBUIATEIbHON aKTUBHOCTHU
BIMSIOT Ha opMupoBanue cocrtaBa tena [77, 118, 209]. B padore Sung K. et al. (2017)
ONPEEIICHBI Pa3INYusl KOMIIO3UIMOHHOTO cocTasa Tena y aereu ¢ JLII u ycranoBnensl
B3aMMOCBSI3M 3HAUYCHHM T[MapaMeTpOB KOMIIOHEHT Tejla C YPOBHEM MOTOPHBIX
orpannyeHuit 1Mo mkage GMFCS [118]. AnHanmorndnble BBIBOJBI, MOIATBEPIKIAIOIINE
B3aMMOCBS3b COCTaBa Tejda MU (YHKIMOHAIBHBIX crocoOHocter y geredt ¢ JIIII,
orpaxkeHbl B padote Walker J. et al. [119].

Jlo HacTosEro BPEMEHM B HCCIEAOBAHUSX, H3YyYAIOUIMX KOMIO3WUIIMOHHBIN
coctaB Ttena y aered ¢ JIIII, BcTpedaroTcs pa3HOPEUYUBBIE CYKIECHHS O JTOCTOBEPHBIX
METOJIaX aHaliu3a JJIsl TaHHOM KaTeropuu Jivil. B mociieiHeM cucTteMaTHu4eckoM 0030pe
Snik D. et al. (2019) npuxonsrt kK BbIBOJY, YTO BO3MOKHO MCIIOJIb30BAHUE U PACYETHBIX
ypaBHEHUH MO TOJIIMHE KOXHBIX CKIIAJOK, M IPUMEHEHUE OMOMMITEITAaHCOMETPHUH JIJIst
aHaJln3a cocTaBa Macchl Tena y aerei ¢ JJLIT [222].

B cBoeit padore Oeffinger D. et al. (2014) moaTBep)kaatOT TOYHOCTHh OICHKH
KUPOoBOro komrnoHnenta tena y aereit ¢ JIIUII ¢ merkuMu MOTOpPHBIMU HapYILIEHUSIMU KakK
C TOMOIIBI0O OHOUMIEJAHCOMETPUU, TaK W C TOMOIIBI0 PACUYETHBIX YpPaBHEHUH,
WCMOJIb3ysd BEIMYMHBI KOXHBIX CKJIamok [67]. Jlpyrue wuccienoBaTend TaKxke
MOATBEPAKAAIOT BBICOKYI0 HMH(POPMATUBHOCTH OuoumnenaHcHoro a"anuza (BUA) u
PEKOMEHIYIOT JaHHYI0 METOJIHUKY JIJIs OLIEHKH cocTaBa Tejia y mereit ¢ JLIT [165, 227].

B noBcenHEBHON NpaKTUKE cCaMbIM JOCTYHNHBIM METOJOM OIEHKH COCTaBa
JKUPOBOM MacChl Tejla SBJISETCA KaJTUIEPOMETPHUs, KOTOpasi TOMOTaeT OIECHUTH
COoCTOsiHUE Tiepu(depuueckoro Jemo >kupa B opranuzme [24]. Mertoaudecku ee
OCYILECTBIISIIOT ~ KJIUMEPOM IO CTaHAApPTHBIM TOYKaM H3MEPEHUM C y4eToM
pexomenganuii C. Brook (1971). B MemuuuHCKOW NpakTUKE JJIsi COIMOCTABJICHUS
BEITUYMH Z-SCOT€ TOJIIMHBI KOKHO-KHUPOBOH CKIIAJIKH C TTapaMeTpaMu 370POBBIX JIETEH,
UCIIOJIB3YIOTCS IICHTHIbHBIC TaOmuIbl [68]. [TapaMeTpsl BETMUMHBI TIOIKOKHO-)KHPOBBIX
CKJIAJIOK CBHUICTEIBCTBYIOT O HAJUYUHM JIETI0 >KUPOBOM KJIETYATKH, 3aMEPSIOTCS
npuoopoM ¢ (puKcupoBaHHBIM JaBieHHeM B 10 r/mMm?. JlaHHas METONHMKA OIUCHIBACT

M3MEPEHUS CKIIAZ0OK KOKU B MEPEAHEN U 3aJHEW TTOBEPXHOCTH ILIEYa, MO/ JIONIATKOW Ha
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JIOp3aJbHOM TOBEPXHOCTH, KpPBUIbEB MOJB3JOIIHBIX KOCTEM W IO MEpEeIHEN
MOJIMBIIIICUHON TUHMH [24].

Kak cBuIeTensCTBYIOT 3apyOeKHBIC WCTOYHHMKH, Jmma ¢ 3adoneBanmem JIIIIT
CKJIOHHBI K HAaKOIUJIEHUIO PBIXJION >KUPOBOM KJIETYATKH Ha TYJIOBHILE, YTO MPUBOIUT K
CHUKCHUIO BEJIMYMHBI TTOJKOXKHOM CKIAJKH Ha KOHEYHOCTSX. JJaHHOE 0O0CTOSITEIHLCTBO
HE BCErJla MOXET 0003Ha4YaTh CHUKEHUE KUPOBOTO KOMIIOHEHTA MAacChl B OpraHU3Me U
ObITh 10CcTOBEPHBIM [86]. COOTBETCTBEHHO, ONPEEICHUE COACPIKAHUS )KUPOBON TKAHU
B OpraHu3Me MeTojioM Kanunepometpuu y aereid ¢ LIl B psage ciaydaeB MOXKET ObITH
HEOOBEKTHUBHBIM.

[To muenuro Rieken R. et al. (2011), OrosmekTpUYECKUiT UMIICTAHCHBIN aHAIN3
(BHA) moxxeT OBITH OOJie€ HAJEKHBIM METOIOM, Ye€M TOJIIMHA KOXKHBIX CKIIAJIOK,
MTOCKOJIbKY OH OLICHMBAET COCTAaB TEJIa HE3aBUCHUMO OT JIOKAJIU3ALUU KHPA B OPTAHU3ME
[164]. Pelizzo G. et al. (2017) npeurararot )1t TOCTOBEPHOW TUArHOCTHKU HY TPUTHBHBIX
HAPYIIEHUM W COCTOSAHUS THUApaTalui TKaHed B opranusme y gered ¢ JLII
UCTIOJIb30BaTh JBYX3HEPreTHUECKYH) PEHTTEHOBCKYI0 abcopOimoMerputo (DXA) wiu
OHMORJIEKTPUICCKUI MMITeTaHCHBIN aHayn3 [88, 184].

Meron JIBYXPHEPreTHYECKOM PEHTTEHOBCKOW aOCOpOIMOMETpUM  TPU3HAH
ATAJIOHOM JIJIi OIEHKH KOMITO3UIIMOHHOI'O COCTaBa OpraHM3Ma, UMEEeT MHUHUMAJIbHYIO
HOrPEIIHOCTh u3Mepenuit (He Oonee 1-3%) M OCHOBaH Ha H3MEPCHHHM H3MEHEHUI
SHEPIUM PEHTTCHOBCKUX JIydyed NpH MPOXOXKICHHH 4Yepe3 KOCTHYIO, JKUPOBYIO U
MBIIIIEYHYIO TKaHb Teja. C MOMOIIbIO PEHTT€HOBCKUX JICHCUTOMETPOB C KOMIIBLIOTEPHBIM
MpPOrpaMMHBIM ~ 00€CIIEUeHHEM BO3MOXXHO TOYHOE  OMpPEJCTICHHE  COJIep KaHUs
KOMIIOHEHTOB MAacChl B OPraHU3ME C YYETOM HMX COJIEpKaHUS B PA3IUUYHBIX CETMEHTaX
tena. IIposenenne DXA pekomennmoBano y pgerer ¢ UII ¢ uenbto u3MepeHus
MHUHEpaJIbHOM TIOTHOCTH KOCTHOW TKaHU B PaMKax OICHKH COCTOSIHUs mutaHus [127].
Ho Beimonnenue ganHon metoguku y nerer ¢ AT ocinoxHseTcss HAIMYMeM KOCTHBIX
nedopmaruii (CK0JIM03), KOHTPAKTYpP CyCTaBOB, IUIOXOTO MO3HWIIMOHMpOBaHusA. Kpome
3TOr0, METOAMKA SBIAETCA TPYAOEMKOH, JOPOrOCTOSIIEN W MaJOJOCTYHHOM B

OOJIBIIMHCTBE MEIUIIMHCKUX YUPEIKICHUM.
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[IpocThIM M JOCTYIHBIM CHOCOOOM HM3Yy4€HMsI KOMIIO3UIIMOHHOTO COCTaBa Teia
sBiseTcs OwoummenancHbii anamu3 (BMA) [6]. Metrog ocHoBaH Ha H3MEpPEHUH
AIEKTPUUYECKOTO COMPOTUBIICHUS (UMIIEAaHCa) PA3IMUHBIX TKAHEH BCETro Tella YeJoBeKa
WJIU €r0 OTAEJBHBIX YaCTEW C MOMOUIBIO CIEUATU3UPOBAHHBIX YCTPOUCTB. C MOMOIIBIO
OMONMITIEITAHCOMETPUU U3MEPSIOTCS 3HAUEHU S, XapaKTEPU3YIOIIIE OOMEHHBIE TPOLIECCHI
B OpraHHM3Me, COCTaB KJIETOYHOM MaccChl, 0€3KUPOBOrO U AKUPOBOI'0 KOMIIOHEHTA, OOIIY IO
Y BHYTPUKJIETOUHYIO BOAY B U T.A. JlaHHOE McCIieI0BaHNE HEMHBA3WBHO U Pa3pelIeHO K
INPUMEHEHUIO Y IETEN yXKeE C MATHIETHEro Bo3pacra [1, 5, 6].

[Ipu HEQOCTATOUYHOCTH MUTAHMS, KK ITPABUIIO, Pa3BUBAIOTCS HAPYLIEHUS BOJTHOTO
OanaHca, KOTOpbIE YCYTyOJIsIOT HapylieHuss oOMeHa u TpeOyroT o0s3aTenbHON
koppekuu. OneHka BojgHoro OanmaHca B opranu3Me pebenka c Il sBasercs
TPYJHOBBITIOJJHUMOM MpakThuueckon 3amadeit. [IpoBeaenue BMA momoraer OneHUTH
COCTOSIHUE THJpaTallid TKaHEW, HaJIu4yue BHYTPUKJIETOUHBIX OTEKOB IO Mapamerpam
oOmmieli ¥ BHYTPUKICTOYHOW Boasl [236]. BMA momoraeT J0CTOBEPHO OIICHHUTH
M3MEHEHHE COOTHOILIEHHUS dKUPOBOTO M MBIIIEYHOTO KOMIIOHEHTa MACChI Tejla NalueHTa
Ha QoHe jeyeObHoro nutanus. [1o3ToMy JaHHBIA METOJI MOXXET OBITh HCIIOJIL30BaH HE
TOJIBKO JJIS1 OLIEHKH, HO M JUJI1 MOHUTOPHUHIA HYTPUTUBHOTO craryca y aerer ¢ A1l Ha
(doHe nmuTaTeIbHOM Koppekiuu [227].

AHanu3upysi Hay4dHble TyOJUKAIlMM, OCBEIIAIOININE PAa3IUYHbIC TMOIXOJbl K
M3YYECHUIO KOMIIO3UIIMOHHOTO cocTaBa Teya y jui ¢ AT, moxHO caenats BBIBOA, UTO
HET €IMHOT0 W OJHO3HAYHOTO MHEHHUS MO IMOBOJY HAWJIYUIIUX IMOJIXO0JIOB K OIICHKE
COCTaBa TeJla y JaHHOUW KaTeropuu NalyeHTOB.

Onpenenenue (HakTUYECKOrO MOTPEOJICHUSI KaJoOpuil W MHUKPODJIEMEHTOB [0
OTHOILICHHIO K WJeaTbHON (hU3UOJIOTHYECKON MTOTPEOHOCTH OpraHU3Ma B HUX SIBJISIETCS
HEOTHEMJIEMOM YaCThIO OLIEHKU MUIIEBOTO cTaTyca [15]. Tak, 0CBETOMIEHHOCTb O TOM,
JIOCTATOYHOE JIM KOJIMYECTBO KaJopuil MmoTpedssieT peOCHOK, IO3BOJISIET BBISBUTH
ATUOJIOTUIO HejoenaHus. VImMeeTcss HECKOJbKO pa3IMyHBIX CIIOCOOOB TOJCYETa
DHEPreTUYeCKol TMOTpeOHOCTH pebeHnka. Hawmbosiee TOYHBIM METOIOM  SIBISCTCS

HCIIpsAMasa KaJlOpUMCTpHUs, IIO3BOJIAIOIIAA OIPCACINTD HCO6XOJII/IMO€ INMaIruCHTY
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KOJIMYECTBO Kajopuil, OEJKOB, >KUPOB M YIJIEBOJAOB HAa OCHOBAHWU aHaIM3a
BBIJIBIXa€MOT'0 BO3/1yXa.

Henpsamyro kanopumeTpuio, Kak IIpH IMACCUBHOM, TaK W AKTUBHOM Harpyske,
IPOBOJAT, HCHOJIB3YsT MeTabonorpad. Ha ocHOBaHMM TONy4YEHHBIX IOKazaTeei
IIPOBOJUTCS OLIEHKA CKOPOCTH OKHCIEHUS OEJIKOB, XUPOB M YIJIEBOJOB, 3aTEM
MIPUHUMAETCSL PEUIEHWE O KOPPEKIMU MHUILEBOro panuoHa. Cienyer OTMETHThb, 4TO
MIPOBEJCHUE  JAaHHOTO  HCCIENOBAHMS  JOCTYHO  TOJBKO B YCIIOBHSX
CHEUATN3UPOBAHHBIX MEIUUMHCKUX LEHTPOB. Ilpu OTCYyTCTBUM BO3MOYKHOCTH
onpejeneHuss ocHoBHOro oo6meHa (OO) myTreM HeNpsMOW KaJOpPUMETPUU MOTYT
UCIOJIb30BaThCs pasuunbie popmysr Schofield, Xappuca-benenukra u gpyrue [7, 15,
24]. 3nas nokaszatenu OO, ABUTaTENbHYIO AKTUBHOCTh PEOEHKA, MOXHO PACCUUTATH
CYTOUHYIO KaJJOPUIHOCTh paluoHa. AJBTEPHATUBHBIM HHCTPYMEHTOM [IJIsi OLEHKHU
OCHOBHOTO (0a3aJIbHOr0) 0OMEHA MOKET CITYKUTh OMOMMITIETAaHCOMETPHSI.

OreHka OCHOBHOTO (0a3ajibHOTO) OOMEHA SIBJISIETCS MPOOJIeMaTUYHOM y peOeHKa ¢
JUII. W3menenue monoxeHus Tena  (BepTUKANU3alMs), HEKOHTPOJIHMpYyeMas
JIBUTaTeJIbHAsl aKTUBHOCTH (CMACTUYHOCTb, TUCTOHUH, TUMIEPKUHE3bI) OyAyT U3MEHSATH
ypoBeHb pacxona 3Hepruu [ 173, 184]. B goctynHol Hay4yHO! IUTEpPATypE BCTPEHAKOTCA
eIMHUYHbIE pa0doThl, MOCBSIIEHHbIE OLIEHKe 3HeproTpat y aereit ¢ AL [147]. B 2011
rogy Rieken R. et al. mpemnoxunu MeTon omnpeaeacHUs WHTCHCUBHOCTH OCHOBHOTO
oOMEHa C IIMPOKO HCIOJb3yeMbiM ypaBHeHuem Schofield [164]. B urore cBoero
uccienoanus Rieken R. et al. gemaror 3akirodeHne, 4To caMbIM Pa3yMHBIM METOIOM
OLIEHKH cocTaBa Tena v sHeprorpar y aerei ¢ JJLII Bce-Taku siBisiercsst BUA, a He pacuer
no ¢opmynam. BreiBeneHHble pacueTHble (OPMYJIBI MOTYT OBITh WHAWBUAYAJIBHO
UCIIOJIb30BaHbl ISl OLUEHKH KOMIIO3UIIMOHHOTO COCTaBa Tejla, HO MPU OTCYTCTBUU
BO3MOXXHOCTH mnpoBeneHusi bBUA [164]. [lanbHeiiiine ucciaenoBaHus MOATBEPKIAAIOT
HETOYHOCTh HCIOJB30BaHUs pacueTHbiXx ¢opmyn y gereil ¢ JUII anga oueHku
KOMITO3UITMOHHOTO cocTaBa Tena [213].

OueHka HYTPUTHBHOTO CTaTyca, KaK MpaBUJIO, BKJIOYAET HCCIEIOBAHUE

OMOXMMHUYECKUX MapKEpOB HENOCTATOYHOCTH MUTaHUA. B moBcenHeBHON BpaueOHOM
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MPaKTUKE MPUHATO OMPEEICHUE KOHIIEHTPALMU B CHIBOPOTKE KPOBU YPOBHS OOIIETO
Oenka, anpOyMHHA, Ipeaab0yMuHa, Tpancdeppuna [47].

OOmmii Oenok, Kak OJWMH W3 CTAaOWIBHBIX  IIOKa3aTeJIeH,  SBIISICTCS
HU3KOUYYBCTBUTEIIbHBIM W MaJOMH(POPMATUBHBIM MAapPKEpOM JUISI JIMarHOCTHKHU
HyTputuBHOrOo  nedummra. Hambonee wHGOpPMATHUBHBIMU IS  TUATHOCTHKHU
HEJIOCTATOYHOCTH NUTAHUS SIBJISIIOTCS ONPEICIICHNE KOHLIIEHTPALMKU B CBIBOPOTKE KPOBH
anbOyMHHA U KOPOTKOKHUBYIIHUX OENKOB — TpaHcheppuHa U npeanibOymuHa. M3BecTHO,
yTO y pebeHka oOMeH OENKOB XapaKTEpHU3yeTCs BBICOKOW TUHAMUKOW, B OTIIMYHE OT
B3POCJIBIX, TOATOMY BpEeMs CKOPOCTH OOHOBJIEHUS OCJIKOBBIX MOJIEKYJI MOXKET
3HAYUTEJIBHO BAPbUPOBATh — OT HECKOJIBKMX YaCOB 10 HECKOJIBKUX CYTOK [21, 22, 40]. B
CBSI3U C OTUM KOPOTKOXXHUBYIIUE O€lKM HaumboJiee 4YyBCTBUTEIBHBI K HM3MEHECHUSIM
MeTabosiM3Ma U MX aHaIW3 IMO3BOJIIET KAauYeCTBEHHO OILIGHUTb COCTOSIHHE MUTaHUS.
CHmKeHue KOHIEHTpalluK TpaHcheppruHa Mo3BOJISET BBIIBUTH 00JIe€ paHHHUE U3MEHEHUS
COCTOSIHUA JTOCTATOYHOCTH OEJTKOBOTO TMHUTAHUS, ONPENEIsITh TPYHbl OOJBHBIX
MOBBIIIEHHOTO  pPUCKA  HEOJArompusATHBIX  HMCXOJAOB M  CTENEHb  OEJIKOBOTO
ucromeHus [22, 49].

HenocrarouHoe mutanue MpUBOIUT K HCTOIIECHUIO IMyjia Oelka U OociaabiIeHUIo
MMMYHHOM 3amuThl opranu3Ma. OrmnpezgeneHre aOCONIOTHOTO 4Hcla JTUM(OUUTOB
ABJISIETCA MPOCTHIM U JOCTYITHBIM METOJIOM OLIEHKH COCTOSIHUSI MMMYHHOTO CTaryca H
MPSIMO KOPPEHPYET CO CTEMEHBIO TSHKECTH HYTPUTHBHOTO neduimta [27, 47].

Cnenyer MOIUYEpKHYTb, YTO JIaDOpaTOpHAsl OIIEHKAa CHIBOPOTOYHBIX MApPKEPOB
MUIIEBOTO CTAaTyca HE BCET/ia SIBJSETCS YyBCTBUTEIBLHON U CICU(PUIHON U 3aBUCUT OT
MHOXECTBa COMyTCTBYROIUX (akropos [117]. Hanmnuume BocmaneHus, KpUTHYECKOTO
COCTOSIHUSI, XPOHMYECKOTO 3a00JjieBaHUs IOYEK, I[I€YEHH MOTYT OKa3bIBaTh
CYIIECTBEHHOE BIUSHHWE HaA TIOKa3aTelu OEJKOBOr0 OOMEHAa M HE BCerjJa TOYHO
KoppenupoBaTh ¢ AehunuTom Oeiika B opranusMme pedenka [176]. M3BecTHO, 4TO Ha
KOHIICHTPAIIMIO  CHIBOPOTOYHOTO albOyMHHAa MOTYT BJHMSATH MHOTOYHCIICHHBIE
HEMUTaTeIbHbIe (DAKTOPBI: OCTPHIH M XPOHWYECKHH BOCHAIUTEIBHBIN MpOIECC,
COCTOSIHUE BOJIHOTO OaJlaHca, pacIpe/iesieHre KUJIKOCTU B Opranu3me, QyHKIIMS IeYEHU.

YcTaHoBIIEHO, UTO MOJIEKYJIa albOyMHHA UMEET AJIUHHBIA Mepuo]l nmoxyBbiBeaeHus (21
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1eHb). B cioydyae HemoenmaHusi, yMEHBIIICHHE KOHIIEHTPAIMU albOyMHHAa B CHIBOPOTKE
KPOBH MIPOMCXOTUT MEJICHHO ¥ HE MOXKET OTpakath jaeduiut oenka [117].

B mHacrosmmii MOMEHT B JIOCTYIIHOM HAy4YHOM JUTEpPAType CYILIECTBYIOT
POTUBOPEUYMBBIC MHEHHS TIO0 TIOBOJAY WCIIOJIb30BaHUS JaHHBIX OHOXUMHUYECKHX
nokasareneid OenKoBOro oOOMEHa Kak MapKepoB HYTpUTUBHOTO Jnedunurta. B
nyomukanuu Delliére S. et al. (2017) mokaszaHo, 4TO U3MEHCHHE B CHIBOPOTKE KPOBH
BEJIMYMH Tpeajb0yMUuHa U aTbOyMUHA MPOUCXOAUT TPU TTOBPEKACHUIX CHHTE3a OSITKOB
B opranusme. [loatomy 6enkoBbie (ppakiuy KpOBU MOTYT MIPUMEHSITHCS B TIOBCETHEBHOM
NPaKTUKE [Tl THHAMHUYECKOTO HAOIIOICHHS 32 COCTOSTHUEM MUTaHus opranusma [111].
C npyro¥ croponsl, o nanubeiM Lee J. et al. (2015), ceiBopoTOUHBIC YPOBHHU aIb0yMHHA
U TpeanbOyMHHA HE KOPPEIUPYIOT C HapylIeHHeM HYTPUTUBHOTO CTaTyca y
OTHOCUTEJIBHO 3/IOPOBBIX B3POCIBIX IMAIMEHTOB C HEJOCTATOYHOCTHIO MHUTAHUS U HE
MOTYT CIOY)KHTh MapKepaMd HYTPUTHBHBIX HApPYIICHWA JaXKe€ TPH THKEIOM
Henoenanuu [216].

B cBoem wuccnenoBanuu Yeh D. et al. (2018) mpunuin k BbIBOAY, 4TO y 252
MAIMEHTOB XUPYPTHUECKOTO0 NPOMWIIL, HAXOMSIIUXCSA B OTIACICHUSIX HWHTCHCHUBHOMN
Tepanuu ¥ MoJy4aBIINX JOTMOJHUTEIHHOE YHTEPAIbHOE TUTAaHUE, YPOBEHD allbOyMHUHA U
npearbOyMruHa OTpaXkal HMCXOJHOE COCTOSIHME CTaTyca MHTaHWA TNanueHToB. Ho B
OOJBINICH CTENEeHU MOKa3aTeNu albOyMUHA U TIpeaibOyMUHA MPSIMO KOPPEITUPOBAIU C
TEYECHUEM BOCMAJIICHUS W HE OTpaXkald W3MEHEHHUs cTaryca NUTaHus Ha ¢oHe
IPOBOJIMMOM HYTPUTHUBHOU Koppekiuu [218].

Pa6orsl, HOCBSIIIIEHHBIE OTIpe/ICTICHUIO CBIBOPOTOYHBIX MapKepoB
HenocTaTouHoCcTH nutanud y aereu ¢ LI, nemuorouncnennst [167, 219]. Pesynbrars
OJTHOTO W3 TEepBBIX HccienoBanuii, nposeneHHoro B CIIA Lark R. et al. (2005),
CBUJETEIBCTBYIOT, YTO YPOBHHU MpealbOyMHHa W adbOyMHHAa HE KOPPEIUPOBAIUA C
COCTOSIHUEM HYTpUTUBHOrO ctatyca y aereut ¢ LI [219]. Hapsay ¢ ucnons3oBaHreM
CTaHJApTHBIX TIOKa3zarenel OelKoBOoro oOMeHa B CHIBOPOTKE KpPOBH, HAYYHBIM
COOOIIIECTBOM MPOAODKAETCS TOUCK HOBBIX, 0O0Jee YyBCTBUTEIBHBIX MapKEpOB

HEJIOCTaTOYHOCTH MuTaHus y nerei [ 140, 186, 210].
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B pabdore Hawkes C., Grimberg A. (2015) mpoBeieH cucTteMaTHuecKuii 0030p
MCCJIEIOBAHUM, MOCBAIIEHHBIX UHCYJIMHONOA00HOMY (aktopy pocta — 1 (MDP-1) kax
CBIBOPOTOYHOMY MapKepy MHUTATEJBHOrO CTaTyca y JAeTeid. ABTOpPBI MOCIEA0BATEIBHO
MPUXOSAT K BBIBOJY, YTO U3MEHEHHUSI CTaTyca MUTaHUs (HEJ0CTATOK HIIK NU30BITOK MacChl
TeJa) BIAUSIOT Ha 0Cb «rOpMOH pocta — MDP-1» u konuentpanus MOP-1 moxeT cinyxuTh
MapKepoM cTaryca MUTaHus y AeTeil u qoikHa ObITh onieHeHa. Konnentpauus UOP-1
YyBCTBHUTEJIbHA HE TOJIBKO K CHIKEHHUIO KAJOPUWHOCTA MHUTAHUSA, HO U K HHU3KOMY
notpednenuto oenka [140].

B crarbe Smith W., Underwood L. (1995) npoaeMOHCTpUPOBAHO, YTO JaXKe
KPaTKOBPEMEHHOE TOJIOJAHUE PpE3KO CHIKAeT KOHUEHTPALMI0 3TOr0 TOpMOHAa B
chIBOpOTKe KpoBH [221]. CHmxkenue koHueHTpanuu MOP-1 npu nedunure nutaHus
ABJIIETCSI OOpaTUMBIM UM, TPU HA3HAYCHUU HYTPUTUBHON MOJIEPKKH, OBICTPO
Bo3pacraeT. [IpuBomATcs OTaenbHBIE CBEAEHHs O Koppensuuu 3HadeHund M OP-1 B
Ka4ueCTBE OIIEHKH MacCO-POCTOBBIX MOKA3aTeNEH y IeTel MPU Pa3IuyHON COMAaTUYECKOM
narosioruu [71].

AHanu3upys JaHHbIE HAyYHBIX MyOJIMKAIUi, MOXXHO OTMETHUTh, OOJBIITUHCTBO
nccleaoBaresyield eMHbI BO MHCHHH, YTO ITOKa3aTesn 0eIKkoBoro ooMeHa (obmero Oenka,
anpb0yMHHA) MOTYT HEOOBEKTUBHO OTpaKaTh CTENEHb HYTPUTHBHBIX HApPyIICHUU Y
nereid, B ToM uucie pedenka ¢ JII. M nanpHeimme uccienoBaHuss HEOOXOIUMBI IS
MoKcKa 0oJiee YyBCTBUTENIBHBIX JIAOOPATOPHBIX MAPKEPOB HEIOCTATOYHOCTH MU TAHMS.

N3BecTHO, 4TO MO Mepe pa3BUTUS HEJOCTATOYHOCTH MHUTaHUs (QopMupyercs
rIIyOOKUM NeQUIUT BUTAMHUHOB W MHUKpodieMmeHToB y zerert ¢ JUII. Oguum u3
3HAQYMMBIX JIJI1 COMAaTUUYECKOTO 3JI0POBb peOEHKAa, TAPMOHUYHOTO POCTAa U Pa3BUTHUS
SABJISIETCA KajdblUanUOA. JlocTaTouHblil ypoBeHb BUTamMuHa D B CHIBOPOTKE KPOBU Yy
3I0pOBOTO  peOeHka  o0ecreymBaeTCs  TIOJHOIICHHBIM  MHINEBHIM  PAlMOHOM,
(U3MOIOTUYECKOM  JIBUTATEIbHOM aKTUBHOCTHIO, JOCTATOYHOW HWHCOJSIUECH U
PO HIAKTHIECKUM TTPUEMOM TPETIApaTOB XOJIeKaIbIudepoa.

Omnpenencare ypoBHs Kajbiuauoia (25(OH)D) B chIBOPOTKE KPOBH SIBJISIETCS
noctynHoit meronukoil. B P® pa3paboTaHbl HOpMATUBHbBIE 3HAYEHUS, KPUTEPUU

nedunuTa W HEAOCTaTOYHOCTH BuTammHa Dy gereit [26]. Jluma c AT
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NpEeApacloNioKEeHbl K MHOTMM NpUYMHAM pa3BuTus Jeduuura BuTamuHa D:
JIBUTATEJIbHBIE OTPAHUYEHUS, HU3KAsT MOOWJIBHOCTB, MPUEM MPOTHUBOIMUICTITUYECKUX
npenaparoB. JIOMONHUTENIHHO Pa3BUBAIOIIMICS HYTPUTUBHBIN AepuUIUT OyaeT
3HAUUTEIBHO YCYTIyOJsTh MpoOJieMy HEJOCTaTOYHOCTH BUTaMMHAa D B opranusme
pebenka [243].

Cumxenne ypoBHs 25(OH)D B CBHIBOpOTKE KPOBH BEIET K CHIDKEHHIO
MUHEpaIbHOW IUIOTHOCTH KOCTHOM TKaHHW, MbIIMIEUYHON crnaboctu. JlOmoJHUTETHHO
JIBUTATEIHHBIC OTPAHUYCHUS, IIIOX0E KPOBOCHAOKEHHE TKAHEH, CITACTUYHOCTh Ha (hOHE
cocTostHUM octeoneHuun y pebenka c JIIII mpuBoAMT K HHU3KOIHEPreTHUYECKUM
nepejaoMaM KOCTHOTO CKejleTa, MOCHEAYIONIeH UIMTENbHOM WMMOOWIU3AUU U
HEBO3MOXHOCTH MIPOBEICHUS peaOUINTAIMOHHBIX Mepornpusituid [129,154].

HaubGonee BolpakeHHbld jgepunur BuTaMuHa D B CBIBOPOTKE KpPOBH
JEMOHCTPHPYIOT JIETH C TSHKEIBIME criactuaeckumu hopmamu LT [78, 117, 130, 172].
B wuccnemoBanun Zaragoza Alvarez C. et al. (2018) Obuta BbIsBICHAa 3HauUMas
MOJIOKUATENIbHAS KOPPEIALMS MEXAY HU3KAM YPOBHEM MUHEPAJIbHON IUIOTHOCTH
KOCTHOW TKaHu y gered ¢ [JIUII u TsoKensIM ypOBHEM JBUTaTENbHBIX HAPYLICHHM,
HEIOCTaTOYHOCTBIO MUTAHUS U crtocoOoM kopmitenus [91]. [letn ¢ ypoBHEM MOTOPHBIX
orpannueanii Mo mkane GMFCS V umenu Gonee HU3KYIO MHHEPATbHYIO TUIOTHOCTH
KOCTHOM TKaHM M0 cpaBHEHUIO ¢ marueHTamu ¢ ouenkoit l1-1V mo mkane GMFCS. ITo
mueauio Mughal M. et al. (2014), metu ¢ ALIII, ocobeHHO ¢ ypOBHEM ABUTATEIbHBIX
Hapymennii GMFCS V, uMeroT MOBBIIICHHBI PHCK MEPETIOMOB KOCTH Jake TOCie
MUHHMaJIbHOM TpaBmbl [170].

BaxxHbpIM 3B€HOM B pelleHuH npodsieM ¢ nutanuem y geteit ¢ JALII, momumo
CTaHJAPTHOM OILIEHKW HYTPUTHUBHOTO CTaTyca, SBJISICTCS AUMArHOCTUKA HapyIIeHUN
TJIOTaHUSI, CIIOCOOHOCTU K CaMOCTOSITEIbHOMY 3(PGhEeKTUBHOMY U 0€30IMaCHOMY MpUEMy
mamm  [127, 193, 211]. Ilo pmaHHBIM  JuTepaTypbl, PacIpOCTPAHEHHOCTH
opodapunreansuoi quchyukuun y nerert ¢ JLII nocturaer 90%, game BctpedaeTcs y
JIETeN MITAJIIIETO BO3PACTA U Y MTAILIMEHTOB C TSKEJION HEBPOJIOTMYECKON NHBAIIATHOCTBIO
[193, 226]. VpoBenp paBuraTenbHbIX HapyineHuit pebenka ¢ JLIT onpenenser

COXPaHHOCTh HaBBIKA CAMOCTOSITEIBHOTO 3P(HEKTUBHOTO U O€30MaCHOTO MpUeMa IMHIIH,
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HEOOXOJMMOCTh YYacTHSl YXaKUBAIOUIUMX JIMIl B IMpOILlECCe KOPMJIEHHS W MPSMO
KOPPENUPYET C TSHKECThIO opodapuHreanbHoi AuchyHKIMU. BeneactBue HapyieHUs
HaBbIKAa MUTaHUS, OpOQapUHTEATbHON AUCPYHKIMH  COKpAIIAlOTCs  OOBEMBI
noTpebisieMoit mumm, GopMupyetcst AePUIUT MaKpO- U MUKPOHYTPUEHTOB AK€ MPHU
aJICKBaTHOM PALIOHE PEOCHKA.

B cnydasix BeIpaK€HHBIX HAPYUIEHU TJIOTAHUSI IPOLECC KOPMIIEHUS 3HAYUTEIIHHO
YJIMHAETCS, CTAHOBUTCS HEOE30MacHBIM /I peOeHKa, BO3pAacTaeT PUCK aclUpaluu.
[Ipu xpormUeckoii acriupanuu GOPMHUPYIOTCS PECIUPATOPHBIC TPOOJIEMBI y MAIMCHTA,
4yTO TpeOyeT JIEKapCTBEHHOW TEpamuu M HEPEIKO — CTalMOHapHOro JiedeHus. Tak,
PELUUIUBUPYIOIIUN  OPOHXOOOCTPYKTUBHBIA CHUHIPOM, CHHYCUTBHI, HW3MEHEHUS B
JIETOYHOM MapeHXUME MOTYT CBUJIETEJILCTBOBATH O XPOHUYECKOM acliupaliiu BCIECTBHUE
nuctaruu. [1o TaHHBIM TUTEPATYPHl, UMEHHO ITHEBMOHUS SIBJISIETCSI OCHOBHOM IPUYHUHOMN
TOCIUTAM3AIMH 1 JIeTaabHOCTH y manmenToB ¢ JIIIT [8, 202].

BaxxHOCTh OIlEHKM HaBBIKA CAMOCTOSITENILHOTO 3(PeKTUBHOrO M 0€30MacCHOIrO
nuTanus y naireHToB ¢ LI moaTBepkaatoT pe3ynbTaThl MACIITAOHOTO UCCIEAOBAHUS
Brooks C. et al. (2011). B uccienoBanuu DaHHBIX aBTOPOB MPHUHSUIM yYacTHE JIUIA C
3a0o0sieBaHUEM IIepeOpaIbHBIM TApaInyoM, HauyWHasl C YETHIPEXJIETHEro Bo3pacta. Ha
OCHOBE CTaTUCTUYECKUX pe3yJbTaToB, coOpaHHbIX B CIIA, ObUIO paccuuTaHo cpeaHee
3HaUEHUE MPOJOKUTEIBHOCTU MPECTOSIIEeH XU3HU 1 null ¢ 3aboneBanuem JLI1.
Oxkazanoch, 4TO MPOTHO3 CPEAHEN MPOTOKUTETLHOCTH KU3HU Y JIUIL ¢ O0JIee JTeTKUMU
MOTOPHBIMH OTPAaHUYEHUSMU W CaMOCTOSATEIIBHBIM TMPUEMOM €7bl PaCLCHUBAJICS
CYIIIECTBEHHO BbIle. I HA000pOT, HAUMEHBIIIEE KOTUYECTBO JIET MPOKIIIA MAITUEHTHI C
TSOKEJIBIMA ~ JIBUTATEIBHBIMHA ~ HApYLICHUSIMH UM SIBHOM  HECMOCOOHOCTHIO K
CaMOCTOSITEILHOMY MPUEMY MUIIH U )KUAKOCTH. [10 akTHIecKruM nToram ObLIO CACIaHO
3aKJIFOYEHHE, YTO MPOJOJDKUTENBHOCT kU3HU y nul ¢ ATl onpenensercs creneHbro
JIBUTATEIIbHBIX HAPYLIEHUWM W COXpPaHHBIM HABBIKOM CaMOCTOATENIBHOTO MpHUeMa
nuiu [162].

Ornenka HapyiieHud riaotanus (Aucgaruu), HaBbIKAa MpHUeMa MUIIU BKIIOYAET B
ce0s1 HeToCpeICTBEHHOE Ha0IoieH e 3a peOCHKOM BO BpeMsi KopmiieHus. Heobxoaumo

BU3YAJIbHO OICHUTH IIOJIOKCHUC BO BpPEMS KOPMIICHUA, JOJIO CaMOCTOATCIBHOTIO
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y4acTHsl MalMEeHTa B MPOLIECCe MPUHATUSA MUIIU, (PYHKIUIO POTOIJIOTKH, JABMKCHUS
A3bIKA, YENIOCTH, JUTUTEIBHOCTh KOPMJICHUS, KOHCHUCTEHIIMIO M KaueCTBO JHUETHI,
BBISIBUTh CUMITOMBI acliupanuu Wik yaymbs [62, 101]. [lomumo Bu3yanbHOM OLIEHKH
npoliiecca KOPMIJICHHS U TJIOTaHUs, BOBMOXHO MPOBEJACHUE UHCTPYMEHTAIBHON OLICHKU
(GYHKIIUH TI0TaHUS.

Buneodmoopockonusi SBISIETCST OCHOBHOM HMHCTPYMEHTAIBHOW METOJAMKOM,
MO3BOJISIONIEH OLIEHUTh (DYHKIIMIO TJI0TaHUS, ONPEJCIUTh CTENEHb TSKECTH qucaruu,
NOATBEPIUTh SBHYIO M «HeMylo» acoupauuto [101]. IIpoBesenuwe 1aHHOTO
WHCTPYMEHTAJIBHOTO HCCIIEOBAaHUS BO3MOXXHO MPH HAJIWYUU IOArOTOBIEHHOTO
cnenquainicra (OTOJAPUHIOJOrA, JIOTONEJa) M, Kak MpaBWIO, JOCTYIIHO B
CHEUaTN3UPOBAHHBIX MHOTOITPO(PHIbHBIX KIMHUKAX.

B coBpemeHHoO# KoHIeniuu oOcieaoBaHusi W Kypauuud pebenka c JILII
NEPBOCTENEHHON 3aJjaueil SBJIAETCA KaK MOXKHO 0oJiee paHHsAA AUArHOCTUKA MpoOsieM ¢
IIUTAaHUEM W IPUHATUE NPEBEHTUBHBIX MEp €UI€ 10 Pa3BUTHS SBHOW HYTPUTUBHOMN
HegoctatoyHoctd [239]. C 3Toil 1enpl0 HEOOXOAMMO TMPUMEHEHHE TMPOCThIX U
JIOCTYITHBIX MHCTPYMEHTOB OLIEHKH — MEPBUYHOIO CKPUHHMHIA HAPYILIEHUM TJIOTAaHUS U
HaBbIKA MPUEMa TTHUTIIH.

C 1nienpio OIEHKW HaBbIKa 3P GeKTHBHOTO 1 Oe3omacHoro nmutaHus, Sellers D. et al.
(2014) pazpaboTana 1 BaTuAN3MpOBaHa CUCTEMA Ki1acCU(UKAIIMKN CITOCOOHOCTEH Ipruema
nuimyd ¥ muths — Eating Drinking Ability Classification System (EDACS). B
3HAUMTEIBHOM  Mepe  JaHHas  Kiaccuukauums — oOJerdaer  MEepBUYHYIO,
JOMHCTPYMEHTAJIbHYIO TUArHOCTUKY HapyIIeHWH akta riotanus y merei ¢ JL{IT [114,
117, 230].

Cucrema EDACS coaepkuT nsiTh ypoBHEW — OT MEPBOro, MpU KOTOPOM MALUEHT
€CT U MbeT 0€30IacHo, /10 MATOr0 YPOBHS OLEHKH, TP KOTOPOM YK€ HE MOKET €CTh U
MUTh CAMOCTOATEIBLHO M HYXKJaeTcsd B MOCTOpOHHEH momomu. Hauunas ¢ yposus I,
pebeHky TpeOyeTcsi ompeeieHHas MOMOIIb BO BpeMs KOPMIJICHHMSI M HEKOTOpas
Monu(pUKalMs ~ KOHCUCTEHIMM  THINEBBIX MPOAYKTOB, HO PHUCK acCHUpaluu
muHuManbHbiid. [Ipu Il ypoBHe y nanuenTta ects orpanndeHus 3p(HeKTUBHOCTH HaBbIKa

NUTaHus U peOeHKy Tpedyercs MoAudUKAIMs TEKCTYpPhl OOJBIIMHCTBA MPOTYKTOB
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nuTaHus U xkuakocted. Pedenok ¢ |V ypoBHEM €CT U NbET C SBHBIMH OTPAaHUYEHUSIMHU,
HeoOXoaMMa TMOMOIIs KBAIM(DPUIIMPOBAHHBIX CIEIHAIMCTOB JUISl CHIJKEHHSI pHUCKa
acrypali YU yAyllbs BO BpeMsl KOPMJICHHUS, BO3MOXKHO TMUTaHHWe uepe3 30HA. [lpu
nocienHeM, V ypoBHE, Y peOeHKa — BBICOKMU PHUCK acCHUpallM, MUTAHUE U TUTHE
HeOe30macHO, HEOOXOAMMBI aJbTEPHATUBHBIC CIIOCOOBI TMHUTAHWS — 30HJ WU
ractpoctoma [114, 230].

B munornom uccnemoBanuu Bell K. et al. (2019) B xauecTBe CKPUHHHIOBOTO
WHCTPYMEHTA HapyIICHUW TJIOTAaHUS Oblja MCIOJIh30BaHA OIEHKA MO KacCU(UKAITUU
EDACS. B wuccnenoBanuu mnpuHsiin ydactue 89 cemeid ¢ geremu ¢ JILII. Ouenka
HapyIIeHUH III0TaHUS MPOBOAUIACK ITyTEM OMPOCa POAUTENCH/ONEKYHOB, TapaieIbHON
BU3yaJbHON OIICHKOW Mpollecca KOpMIICHHs Jioromneaamu, Bujeodroopockonueil. B
uTore paboOThl aBTOpPHI MPUILIM K 3aKiaoueHuto, uyto kiaccudukamus EDACS
MPOJIEMOHCTPUPOBAJIA BHICOKYIO UyBCTBUTEIBLHOCTD (81%) u cnieniupuanocts (79%) kak
CKPUHUHIOBBIM MHCTPYMEHT JIJIsl IEPBUYHOM OlLIEHKH TyioTaHud y aeteit ¢ JALIT[115]. B
cBoeli pabore Tschirren L. u Bauer S. (2018) moaTBep»1at0T TECHYIO KOPPENSLHUIO C
TSKECThIO auc(haruy, a TakKe BBICOKYIO HaJlexHOCTh Kiaccupukauuu EDACS s
OLIEHKH YPOBHs IIOMOIIIM B Iporecce Kopmienus y aereit ¢ JIIT [229].

O0600111ast Hay4YHbIE CBEJEHUS, MOXHO IOJBECTH UTOT, YTO OIIEHKA MHUIIEBOTO
craryca y nereid ¢ JIII sBuserca akTyanbHOW M TIPENCTaBIsCT COOOW erie He
OKOHYATEJFHO PEIICHHYI0 3a1ady. BapuabenbHOCT, 0OMEHa BEIIECTB, MUCIPOIIOPIITU
(bU3UYeCcKOoro pa3BUTHS, TICUXOMOTOPHBIE W KOTHUTHMBHBIC HapYIICHUs, CJIOXKHas
COMYyTCTBYIOIAsE ~ MATOJOTUSA W (YHKIMOHAJIbHBIE  HAPYIIEHUS  OMNPEICIISIIOT
HEOOXOJMMOCTh  HWCIIOJB30BaHUS IIUPOKOTO  CHEKTpa METOAWK, MpPUBJICYCHUS
CIIEIUAIIUCTOB CMEXHBIX TIpodeccuit 111 00bEKTUBHON JUATHOCTUKUA HEAOCTATOUYHOCTH
nutanus y aereit ¢ AT [127, 239].

Heo6xoaumo notuepkHyTh, UTO Ha COBPEMEHHOM dTare MEAUIIMHCKON MPaKTUKU
OCHOBHOU II€JIbI0 HYTPUTHBHOM CTpaTeTuy B KOHIENIMU HaOmoaeHust pedenka ¢ JILIT
ABIIETCS MpodUIaKTUKa HeAocTaTouHOCTH TuTanus [232, 233, 238]. [locaenyromee
n3yudeHune ocobeHHocTel nuieBoro craryca aerei ¢ JLII nomkHO OBITH HaMPABIEHO HA

JAOKIIMHUYCCKYIO NUAI'HOCTUKY HCAOCTATOYHOCTH IMUTAHUA, CBOCBPCMCHHOC BBISIBJICHUC
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yK€ HMMEIOIUXCS HYTPUTUBHBIX HapyuieHud. Takum o00pa3oMm, T[OHUMaHUE
MHOTO()AKTOPHOCTH STUOJIOTUU HEJIOCTATOYHOCTH MUTAHUSI, OCOOCHHOCTEH pa3BUTHUS U
MeTabonmM3Ma y JaHHOW KaTeTOpWH TMAIMCHTOB TIO3BOJIUT ONTHMH3UPOBATH YXKE
UMEIOIIHECS] aJITOPUTMbI OILIGHKHM HYTPUTHBHOTO CTaryca, OyJleT CrnocoOCTBOBATh
YIYYIIEHUIO COMAaTHYECKOTO 3/I0pOBbS UM, KakK CJEICTBUE, 0Oojiee BBICOKOM

3 PEeKTUBHOCTH peadMIMTAIIMOHHBIX MepornpusTuil y nerei ¢ JILIII.
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I''TABA 2. MATEPHUAJIBI U METO/bI HCCJIEJTOBAHUA

UccnenoBanmne BbimonHeHo Ha 0a3ze 'AY3 TO «JleuebHO-peabunuTalimoOHHbBIN
neHntp «Hanexna» ropoaa Tromenu (I'AY3 TO «JleTckuii 1eueOHO-peaObUIUTAIIMOHHBIHN
ueHtp «Hapexna», rnaBHeli Bpad K.M.H. B.A. 3MaHOBcKas), aBTOHOMHOI'O
CTallMOHAPHOTO YUPEKICHHUS COLIMATIBHOTO o0cy>KUBaHUS «JleTckuii
MICUXOHEBPOJIOTHYECKUN  ToM-uHTepHaT» TromeHckoir obnactu (ACYCOH TO
«JleTckni TICHUXOHEBPOJIOTUYECKUM AOM-uHTepHaAT», aupekrop JI.H. Poxkosa, 3am.
nupekTopa no meaunuHckod yactu E.A. Makaposa) ¢ 2017 r. mo 2020 r. Juzaiin
UCCJIEI0BAHMS PEJCTABIIEH Ha puc. 1.

BriOopka manuUeHTOB OTHOCUTCA K CHEHUATbHO OpPraHM30BaHHOM, OTOOp
YYaCTHUKOB B HCCJIEIOBAHUE OCYILIECTBIIEH B COOTBETCTBUU C KPUTEPHUSAMHU BKIHOUYECHUS
n uckiaroueHus u3 402 npereit ¢ auarHozom JILII, Haxomsgmuxcs moa AWHAMHAYECKHAM
HAOJIIOZICHUEM B CHEIUAIM3UPOBAHHOM PETHOHAIBHOM JIEUeOHO-PEadMIUTAIIMOHHOM
nentpe «Hamexna». Bce mnammentst (N=402) ObuUIM KOHCYJIBTHUPOBAHBI BpPauOM-
HEBPOJIOTOM, KOTOPHIM ObUI BEpU(PUIIMPOBAH JIUATHO3 <JICTCKUM 1epeOpaIbHBIMN
napajimuy», ornpejeiieHa ero gopma, a TakkKe ypOBEHb JIBUTATEIbHBIX HAPYIICHUW IO
mkane GMFCS (Gross Motor Function Classification System) [107, 113].

[xana GMFCS npencrapnser co0oit kiacCupUKAINIO, YIUTHIBAIOIIYIO CTETICHD
pa3BUTHS MOTOPHBIX (DYHKIIMH M WX OTPAaHUYCHUN JIJIsi TAIMEHTOB C LepeOpaibHbIM
napaiaudoM. Beiaensitor 5 ypoBHei mikanbl: | — manuent xoaut 0e3 orpanuueHui, Il —
MaIKUEeHT XOAUT ¢ orpaHudeHusMH, [II — xonpba manreHTa BO3MOKHA ¢ UCIIOJIb30BaHUEM
PYUYHBIX MpUCIOCOOIEHUN Uil nepeasmxkenus, |V — camocrosTenbHOe nepeBUKEHNE
3HAYUTEIPHO OrPaHUYEHO, I TEPEABUKEHUS MCIOJb3YIOTCS MOTOPU3UPOBAHHBIC
cpeacTtBa; V — MojHasg 3aBUCMMOCTh MAalMEHTA OT YXAKHUBAIOIIMX JIHI], MEPEBO3Ka

BO3MO’KHAa B MHBAJIMAHOM KPECJIIC.
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Heru ¢ JJUII ¢ pa3nu4HbIM ypOBHEM JBUTATEIIbHBIX HAPYIICHUI
o mkajge GMFCS (n=402)
OmnpeneneHne KPUTEPUEB BKITIOUCHU S/ HCKITFOYCHHS

\4

Heru ¢ JIUIT ¢ pa3nuuHbIM ypOBHEM JIBUTATENIbHBIX HapymeHuii o mkaie GMFCS (n=89)
Antponomerpus (macca tena, poct, UMT, TKXKCT,
okpyxkHocTb wieda (OI1), okpyxuocTs 6enpa (OB)
OreHKa HATMYUS M CTETICHH HEJIOCTATOYHOCTH NMUTaHUA 10 Kiaccudukammu BO3
Orenka HaBbIKa 3 PekTUBHOTO U Oe30macHOro muTanus 1o kinaccudukamuu EDACS

; Tetw ¢ JILIT
1 rpynmna 2 rpynna C HEJIOCTaTOYHOCTHIO MUTAHUS 2-3
Jletn 6e3 Heru ¢ CTereH:
HEI0CTaTOYHOCTH HE/I0CTaTOYHOCTHIO » ¢ oTammelt TONONMHHTENBHOTO
nuranns (HIT) nranmst (HIT) sHTepanbHOro nuranus (JD11)
(n=40) (n=49) (n=19)
‘, l ¢
buonmnenancusiii anaim3 (BMA) cocrara Tena Uepes 6 mecsitieB
JlaGopatopHbie ucciae0BaHus: a0COTIOTHOE YUCIIO AwnTpornomerpus (Macca Tena,
mumdornutoB (AYJI), oOuuii 6enok, abOyMuH, poct, UMT, TKXCT, OII, Ob);
TpaHceppHH, HHCYIHMHOMOA0OHBIH (hakTop pocTa - BUA cocraBa Tena;
1 (UDP-1), 25(OH)D JlaGopaTopHbIe UCCIIECAOBAHUS:
AUJI, oOuuit 6enok, anLO0yMuH,
tpancdeppun, UOP-1, 25(0OH)D

|

Craructuueckas o06paboTka Matepuaia, GOpMHUpOBaHUE TPYII JMHAMUYECKOTO HAOII0IEHUS IeTei
¢ JALII, onTuMu3anus anropuTMa THarHOCTUKU U IPOTHO3UPOBAHUS PUCKA PA3BUTHS
HEJI0CTaTOYHOCTH nuTanus y nereit ¢ JJIIT

Pucynok 1. JIuzaitn uccienoBanusi.
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CornacHo NpPUHATBIM HaMU B JUCCEPTALMOHHOM HCCIENOBAHUU KPHUTEPUSIM
BKJIFOUCHUSI/UCKITIOUeHUsI, Oblia chopmupoBana rpymnmna u3z 89 nereit ¢ JUII, u3z Hux
JIeBOYKHU cocTaBmim 38 uenoBek (42,7%), a manpunku — 51 genoBek (57,3%).

Kputepun BK/IIOYEeHHUsI. YCTaHOBJCHHBI y pebGenka auarso3 JIIII, BHe
3aBUCUMOCTH OT (hOpMBI 3a00JI€BaHUST; BO3pACT neTei oT 6 1o 17 et 11 Mecsnes; craauu
MOJIOBOTO pa3BuTus lanner 1, 2; Hamuuue WHOOPMUPOBAHHOTO AOOPOBOJIBLHOTO
corjacusi poauTtesnel (3aKOHHBIX MPeACTaBUTENeH ) peOeHKa Ha y4acTHe B UCCIICIOBAaHUU.

Kputepun uCK/IIOYeHHsI: CUHAPOM  MainbaOcopOuuu  Jr00Oro  reHesa,
Bepu(UIIMPOBAHHBIE  HEUpOJETeHEPATUBHBIE, TE€HETUYECKU JETEPMUHUPOBAHHBIC
3a00JIeBaHUS HEPBHO-MBILIIEYHOW CHUCTEMBI, HACJIEICTBEHHbIE 0OJIE3HM OOMEHa,
SHJOKPUHHBIC  TMPUYMHBI  3aJ€P>KKH  POCTa,  HOIIEHUWE  HA30TacTPaAIbHOTO,
HAa30€IOHAJIBHOTO 30Ha WJIN TaCTPOCTOMBI.

AHaM3  JaHHBIX TAIMEHTOB  BKJIOYaJ  ONKWCaHUE Kajnol, U3YUYCHHE
aHAMHECTUYECKUX JAHHBIX >KM3HU U 3a00JIEBaHUS C HUCIOJIb30BaHUEM HWH(MOpMAIUU
KapThl UCTOpUM pa3BUTHs pebenka (dopma 112/y), oneHKy (aKTHUYECKOro palroHa
MUATAHUS, HAJIW4YME COMYTCTBYIOIIMX COMATHYECKUX 3a00JICBaHUM, TOJIydEHUE
JICKapCTBEHHON Tepanuu (MpUeM aHTUKOHBYJIBCAHTOB) HAa MOMEHT HACTOSIIETO
uccieoBanusl. Y BbIJICICHHOM rpynibl aeteit (N=89) mpoBoauiack olieHka GU3NIECKOro
pPa3BUTHS, aHAIN3 KOMITO3UI[IMOHHOTO COCTaBa Teja, OIIEHKAa HaBbIKa MUTAHUS T10 IIKaJIE
EDACS, uccnenoBanue nabopaTopHbix nokasaresnei. [I[pu o0beKTUBHOM 0OCMOTpE JieTein
OIICHUBAJIUCH KJIMHUYECKHE MPU3HAKKU Je(UIIUTa MUKPOIJIEMEHTOB U BUTAMHUHOB 10
COCTOSIHUIO KOXH U CIIM3UCTHIX, IEPUBATOB KOXKHU.

Ounenka (GaKkTHYECKOr0 NUTAHUA [JeTeH NPOBOJIMIIACH AHKETHO-OIPOCHBIM
METOJI0OM 24-9acOBOTO BOCIPOU3BECHUS MUTAaHUS Ha OCHOBAHHMM MUIIEBOTO JHEBHUKA
[52]. OuennBancs HakTUYECKU 00bEM MOTPEOJIECHHBIX MUILEBHIX MPOTYKTOB U OJIFO]T
peOeHKOM 3a MPEAIIeCTBYIONIME OCMOTPY CYTKH, KPAaTHOCTh TIpUeMa U C
MOCJICTYIONTUM BBIUMCIICHUEM CYTOYHOM KaJIOPUMHOCTH M XUMHUYECKOTO COCTaBa OJIFO
(OenkoB, JKUPOB U yTIAEBOAOB). AHKETHI 3aMOJIHIIMNCh COBMECTHO C BPauyOM-TIEIUATPOM

Ha KOHCYJIbTATUBHOM TipuemMe. Beimonnen ananus anket y 40 gereit ¢ ALII, u3 mux 20
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nereit 6e3 HIT u 20 nereit uz rpynmnsl ¢ HI1. Hu ogua nanueHT Ha Havasio o0ciieI0BaHUs
HE MOJTy4all CIIEHHAIN3UPOBAHHBIX POIYKTOB MMUTAHUSI.

Ompenenenrue coctaBa (PaKTUYECKOTO paIMoHa JAETEH MPOBOAMIA C YYETOM
KpUTEpUEB «XHMHYECKOTO COCTaBa POCCHMCKHX MPOAYKTOB MUTaHus» [59].
CopnepkaHue MUIIEBBIX BEUIECTB U AHEPTUH, MOTYUCHHBIC ISl KAXJO0TO UCCIETyEMOTO
HYTpPUEHTA, conocTapisuin ¢ «HopMamu huznonornueckux NoTpedOHOCTE B OCHOBHBIX
BEIICCTBAX M DHEPrHM A Pa3IM4YHbIX Ipymnn Haceiaenus PD» (MP ot 18.12.2008,
Pocnorpebnanazop 3a Ne 20092.3.1.2432-08) [29].

AHTpoOnoMeTpHusa. BpruucieHue Macchl Tela MPOBOAWIM C TMOMOIIBIO BECOB
SECA-954 (T'epmanus) mis MaJOMOOWIIBHBIX TAIMEHTOB B TOJOXKCHUH CHIS C
TOYHOCTBIO n3Mepennit 20-100 rp. Jnuny Tena u3Mepsuid B MOJIOKEHNN MAIlUEHTA JIEXkKa
IIpU MOMOIIM CAHTHUMETPOBOM JeHThI ¢ BblueToM 0,7 cm [36]. [Ipu cnacTuyHOCTH U
KOHTPAKTypax y JeTed, ¢ y4EeTOM HEBBINOJIHUMOCTU IMOJHOTO Pa3rMOaHMsl HUKHUX
KOHEYHOCTEH, JIIMHY Tesa peOeHKa M3MEPSUId METOJIMKOW CEeTMEHTApHBIX MU3MEpPEHUH,
IPU 3TOM PEOCHOK HAXOJWJICA B TOJIOKEHHM CUJIA WIM Jieka Ha ciuHe. M3mepsum ¢
BHYTPEHHEHN MOBEPXHOCTH OT 00JIbIIEOEPIIOBOM UM OEIPEHHOM KOCTEH 10 MEIUATIbHOMN
JIOABI)KKH KOHEYHOCTH.

Pacuer pocra y neteit ocymectsisiu o popmyie: P (B cm) = (3,26 x JII') — 30,8,
riae P —pocr (B em), A" (B cM) — mmuna rostenu [200].

Jns onpenenenns UMT (uumexkc maccel Tena) npuMmeHsuiach dopmyaa: UMT =
macca tena (kr)/poct (m?) [15].

Brruucnenue nokasareneil OKpY>KHOCTH Tuieda U Oejpa MPOBOIUIU C TTOMOIIBIO
CAHTHUMETPOBOU JIEHTBI. M3MepeHus] TOJILMHBI KOXHO-XUPOBOW CKJIAJIKU IO 3aJHEH
MOBEPXHOCTH IIjIeua Haj M. triceps mpou3BoAuIn MexaHudeckuM Kaiaumnepom (Poccus),
MOTPEIIHOCTh U3MepeHus coctapisiia 1,1%, noka3arenu Beipakanu B MM. [lomydyeHHbIe
pe3yJIbTaThl BCEX AHTPONMOMETPUYECKUX H3MEPEHHUH, 3a UCKIIOYEHUEM OKPY>KHOCTH
Oenpa, OB KOHBEPTHUPOBAHBI B BEIMYUHY Z-SCOI€ — OTKJIOHEHWE WHIUBUYATHHBIX
MoKa3aresel OT CPeAHUX 3HAYEHUN JIJIs1 JaHHOU nonmyisiuu. OLieHKa BeJIMYUHbI Z-SCOre
OIl/Bo3pacrt, z-score TKXKCT/Bo3pacT Oblia BBITIOJIHEHA MO HIEHTHJIHLHBIM TaOJIUIIaM JIJIs

nererl u nmoapocTtkoB [15, 64, 65]. [Insg oueHku mokaszaresied maccel, pocta u UMT
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MPUMEHSUTM  CIICIIMAIM3UPOBAHHBIC IIEHTWIbHBIC Ta0muiel st gered ¢ JALTI,
YUHUTBIBAIOIIKME TOJI, BEC, POCT, YPOBEHb MOTOPHBIX orpannueHuit no mkaie GMFCS u
criocod kopmurenus [161].

Pe3ynbTarhl aHTPONIOMETPUYECKUX U3MEPEHUH Y MAIUEHTOB UHTEPIIPETUPOBAIIH C
y4eTOM KJacCU(pHUKauu HeocTaTouHoCcTy nutanus [ 15, 244]. Crenens HII onpenensimu
10 3HaYeHHI0 curMalibHOro oTkiIoHeHuss UMT (Benmunna Z-SCOre), mpu KOTOpo# ocTpast
HII nerkoit crenenu (1 cT.) nHTEpIIpeTHpOBaIach mpu Z-score ot -1,0 go -1,9, cpenuss
(2 ct.)—ot-2,0 1o -2,9, a Tspkenas (3 cr.) — 6oxee -3,0.

Ounenka HaBbIKa d(peKTHBHOCTH M Oe30macHOCTH npuemMa numu. OueHka
HaBbIKa MpUEMa MUILIUA U MUThS TPOBOJWIIACH C MOMOIIBIO CUCTEMbI KilacCHUpUKAIUU
EDACS (Eating Drinking Ability Classification System) [230]. [dannas cucrema
MpEACTaBIIeT cO0O0Ml omucaHue crocoba MpueMa MUIMUM W KUIKOCTH YEIOBEKOM B
MOBCEAHEBHON  Jku3HeAesATeNbHOCTH. (€ TNOMOIIBIO  CHCTEMBI  aHAIM3UPYIOTCS
GbyHKIMOHATIBHBIE CIIOCOOHOCTH TMAaIlUEHTA, CBSI3aHHBIE C MPOIECCOM IMpUEMa MUIIA U
MUTHA: TJI0TaHUE, OTKYCBhIBAHHE, COCAHUE, YJIEP)KUBAHUE TTUIIN WX KUIKOCTH BO PTY,
CMBIKaHUE YEIIOCTEN, CIOCOOHOCTh K CAMOCTOSATEIbHOMY U 0€30IaCHOMY KOPMJICHUIO.
Kaxnpiii ypoBeHb KiaccUUKAIMU TMOApPa3yMeBaeT TpeOyeMblii 00beM MOMOIIU
MAIMEHTY B IPOLIECCE MPUHSITHUS MUY U TUThsI. CUCTEMa MOXKET UCTI0JIb30BAThCS Y JIMII,
crpanatomux I ¢ 3 ner. Jlannas Bepcuss EDACS nepeBenena Ha pycckuil si3bIK U
BanuausupoBana B PO B 2013 roay [33]. Cucrema knaccudukanuun EDACS Bxitouaer
st ypoBHe#. IlepBoiit ypoBens, EDACS | — mamueHT ect u mbeT Oe30MacHO H
noctaroyHo 3¢ dextuBHO. Bropoit ypoenb, EDACS |l — npunumaer nuiry 6e3omacHo,
HO MIPUCYTCTBYIOT HEKOTOphIe orpanndeHus r¢dexkruBHocTH. Tpetnii ypoBeHs, EDACS
I1l, cooTBeTcTBYeT NnpueMy MNHUIIM C HEKOTOPHIMH OIPAHUYEHUSMH O€30MaCHOCTH U
abdexTuBHOCTH. ECnu ManueHT mutaercs ¢ SBHBIMH OTPAHMYCHUSMH O€30MMacHOCTH,
puckoMm acnimpaiuu — EDACS V. Tlateiii ypoens, EDACS V, cBuaeTenscTByeT, YTo
MAIMEHT HE CIIOCOOEH CaMOCTOSATEIBLHO €CTh WU MUTh 0€30MacHO U JJII 00eCTICUCHHUSI
€Tr0 HAJICKAIIETO MUTAHUS JTOJDKEH OBITh PACCMOTPEH BapUaHT 30HI0BOTO KOPMJICHUS.

ITocne onpenenenus craryca nutanus y 89 nereit ¢ LI Oblnu BbigEIeHBI 1BE

rpynnel cpaBHeHus. [lepBas rpynma — getu ¢ LT 6e3 HemocTaTtoyHOCTH THUTAHUS
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(n=40), BTropas — aetu c¢ JIII u HETOCTaTOYHOCTHIO MHUTAHUS PA3TUYHON CTENEHU
Tsokectd (n=49). BceM JneTsM MpoBeAeH aHAIU3 KOMITO3UIIMOHHOTO COCTaBa Tela
METO010M OMOMMITEJAHCOMETPHUH U 1a0OpaTOpHas TMarHOCTHKA C ONPEAEIIEHUEM OOLIETO
Oenka, apbOyMHHa, TpaHcpeppruHa, HHCYJIUHONOA00HOTO (hakTopa pocta — 1, ypoBHs
abcomoTHOro uyrcna tuMporuTos u ypoBHs 25(0OH) D B chiBOpoTKE KpOBH.

OuneHka KOMIO3UIIMOHHOTO COCTABA TeJia. AHAIN3 KOMIO3UIMOHHOTO COCTaBa
TeJa BBINOJHAIN Ha OuonmneaancHoM a"anuzatope «ABC-01 MEJJACC» (Poccust) o
MHTETPaJIbHOM OAHOYAacTOTHOM Metoauke Ha wactore 50 kln. HecnenoBanue
npoBoauioch Ha 0aze 'AY3 TO «l'oponckas nonukauHuka Nel TlenTpa 310poBbs 11t
JeTeldl U MOoAPOCTKOB» (r1aBHBIM Bpad K.M.H. A.B. Kyreprun, 3aBenyromuii Llentpom
310pOBbA JieTer u nmoapocTkoB [1.FO. Mopo3oB).

[Ipumensnace TeTpamoysipHasi CXeMa HM3MEpPEHHs] MMIIEIaHCa, HUCIOJIb30BaJIUCh
OJIHOPA30BbIE AJIEKTPOJIbI, OJHA IMapa KOTOPBHIX YCTAHABIMBAIACH HAa IPaBOM KHUCTH,
BTOpas mapa 3JIEKTpOAOB — Ha mpaBoil ctomne [54]. PeOeHok HaxoAwics B MOJIOKEHUU
JieXka Ha KyIIEeTKE, UCCIIEIOBAHUE MPOBOAWIOCH HATOWAK. B pe3ynbTare uccieaoBaHus
Ha Kaxjaoro peOeHka ObUI TMOJy4YeH MPOTOKOJ OWOMMIIEAAHCHOTO aHajliu3a C
WHJVBUAYAJIbHBIMA 3HAYEHUSAMHM KaXXJOTo Tnapamerpa. Pe3ynbTaThl MPOTOKOJA
NpEACTaBICHbl B BUAE TIpadUyecKod IMIKajdbl: CPEJHUE YYACTKHU COOTBETCTBYIOT
JIMara3oHy HOPMaJbHbIX 3HAYEHUH MPU3HAKA; JIEBbIE YYACTKA COOTBETCTBYIOT HUKHUM
3HAYEHUSIM MPU3HAKA; MHTEPBAJIbl BBICOKMX 3HAYEHUI MPU3HAKA PACIIOIOKEHBI ITpaBee
CpeaHuX 3HaueHui [54].

OneHuBani  mapaMeTpbl OMOMMIIEAAHCHOTO  aHajiu3a, XapaKTepU3YIOIIUe
HYTPUTUBHBIN CTaTyC, HAMPaBJICHHOCTh U MHTEHCUBHOCTh OOMeHa B opranuszme. Takue
BEJIMUMHBI OMOMMIIEJaHCHOTO aHanu3a, kak % AKM, % CMM, wucnons3yembie B
CIOPTUBHOM MEJIMIIMHE U XapaKTEepPU3YIOUIUE JBUTaTEIbHYI0 aKTHMBHOCTbH MAIMEHTA,
OBLIM BBITIOJIHEHBI, HO UCKJIIOUEHBI U3 TIocienytoliero ananusa y aerei ¢ LI B ranHoM
uccienoBanun. Jlnsg aHanmm3a OBUTM  MCMOJIB30BAaHBI  CIACAYIOIIME TIOKA3aTeNu
OMOUMITeTaHCOMETPHH:

— kupoBas wmacca (KM, Kr) — TIO3BOJSIET OMNPEACIUTh  CTENEHb

n30bITKa/HEOCTaTKa JKUPOBOM  Macchl. KM  HeoOXoauma s  HOPMAJbHOM
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KU3HENIEATETbHOCTH, OHAa 00pasyeT Jeno ajisi MeTadoJiu3Ma B OpraHu3Me, BBIMOJIHSS
GYHKIHIO TEPMOU3OJISIUY U SIBISIETCA HanboJiee N3MEHUYUBBIM KOMIIOHEHTOM TEJa;

— % XM 1o3BOJsSeT JAMArHOCTHPOBATh  HEIOCTATOYHOE/M30BITOYHOE
KUPOOTIIOKEHUE VI 0KUPEHUE;

— tomas Mmacca (TM, xr) omneHuBaeT OEITKOBBIH KOMIIOHEHT, COJCPYKHT
0€3:KUPOBYIO Maccy opranusma (BoJia, MbIIIIEYHAs U CKEJIETHAsl Macca), €¢ YBeJIMUeHUe
MPUXOAUTCS Ha MEPUOJ] pOCTA, OHA YMEHBIIAETCS MIPU CTAPEHUU OpraHu3Ma, roJIoJaHuu
" OOJIE3HU,

— akTuBHasa kierouHas macca (AKM, Kr) olleHHUBaeT colep aHUE B OpraHU3ME
MEeTa0O0JIMYECKH aKTHUBHBIX TKaHEW, XapaKTepu3ysl JOCTATOYHOCTh OEJIKOBOIO MUTAHUA,
JVHAMHUKY JIETEHEPATHBHBIX IporieccoB W ap. Hampasnenneie wnsmenenns AKM
MO3BOJISIOT OIIEHUBATh A (PEKTUBHOCTH MTPOBOIUMOM TUETOTEPAITHH;

— ckeneTHo-MblnieuyHass macca (CMM, Kr) xapakTtepusyer oOIIMi ypOBEHb
(bU3MYECKOro pa3BUTHS, MBIIICYHYIO JUCTPODHUIO, HAPYIICHHE HEUPOTPODUKHU MBIIIIII;

— yzaenbHBIA ocHOBHOI 00MeH (YOO, kkan/M?/CyTKM) IOIydaeTcs AeIeHHEM
napaMeTpoB ocHOBHOTO oOMeHa (OO) Ha 3HaYeHUE IIIONIAU TOBEPXHOCTH TEJIa UIIA €T
o0e3xkupoByro Maccy. YOO oTpaxkaeT HHTEHCHUBHOCTh OOMEHHBIX IIPOIICCCOB B
opranu3zMme. BennunHa OCHOBHOrO OOMEHA W3MEHSIETCS MPU HAPYLIEHUH MPOLECCOB
MUIIEBAPEHUS WU 3a00JI€BaHUSAX, U3BMEHEHUH (PM3UUECKOM HArpy3KH U MO/ IUCTBHEM
Ipyrux (paxTopos;

— obmas xuakoctb (OX, Kr) oTpakaer COCTOSHUE XKUIKHUX CpEl OpraHu3ma,
MOKA3bIBAECT COJAEP’KAHUE BOJBI B OPraHMW3ME U XapaKTEPU3yEeT B IIE€JIOM TPAHCIOPT U
OOMEH BEIIECTB,

— BHekJieTo4yHast kuakocth (BXK, kr) xapaktepusyeT OOIIyI0 U KJIETOUYHYIO
TUApaTaInio, 00eCreynBaeT MPOIECChl TPAHCIIOPTA MUTATEIHHBIX BEIIECTB, BHIBEICHUE
KOHEYHBIX MIPOYKTOB META00IM3Ma U3 TKaHEH, y4acTBYeT B MEXaHU3MaxX ra3000MeHa;

— (azoBblii yroa (DY, rpamyc) BEIYHCISIECTCS HA OCHOBE 3HAYCHHUI aKTUBHOTO W
PEaKTUBHOTO COMPOTUBJICHUH, HHOOPMUPYS O TEKyIIeM ypoBHE MeTabonu3ma. Huskue
3HaueHusd @Y COOTBETCTBYIOT OOMEHHBIM MPOLIECCAM, XaPAKTEPHBIM ISl XPOHUYECKHUX

3aboneBanuii. [lapamerp ®Y<4,4° cCBUACTENBCTBYET O BHICOKON BEPOSTHOCTH MPOIECCOB
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muceumunaimn;,  4,4<dYV<54° — o cocTosHMM TUnoauHamuu, 5,4°<dY<7,8°
pUHUMAETCs 32 HopMYy, a DY >7,8° pukcupyeTcs y CliopTCMEHOB.

JlaboparopHbie wucciaegopanusa. KoMiuieke J1a0OpaTOpHBIX HUCCIIEIOBAHUM
BeinmosiHeH Ha Oasze ['BY3 TO «OoOmactHas ximHndeckas OospHUIa Nel r. TromeHm»
(rmaBubIif Bpad k.M.H. C.E. fp1ieB, 3aB. KIMHUKO-IUArHOCTUYECKON JTabopaTopuei Bpau
BbicIe kBanu@ukanuonHoit kareropun H.A. Copokuna). OOmmii aHanu3 KpoBU
OIPEIENSUI reMaToNIOrnIeckuM ananusaropom Hemalit-5500® (Kurait). O6umii 6emok
U anbOyMHWH  HaxOJWJIW  KOJOPHUMETPUYECKMM  METOJOM, TpaHcheppuH —
MMMyHOaHanmu3oM Ha mpubope AU-480% (CILA). ITapamerpsr UDP-1 onpenensnu
UMMYHOXEMIUTIOMUHECIICHTHBIM METOJIOM C TOMOINbl0 aHanmm3aropa Immulite-2000-
XPi ® (lepmanus). MaTepuanom Uit MCCIEIOBAHUS CIIy)KHMJIa CHIBOPOTKA MM ILIa3Ma
BEHO3HOW KPOBH, BCE OMOXMMUYECKHUE UCCIIEOBAHUS TTPOBOUINCH HATOIIAK.

[To conmepkaHHi0O B CBHIBOPOTKE KpoBU Kajibimauona (25(OH)D) ompenensiu
00€CIIeYEeHHOCTh ~ OpraHM3Ma [MalUeHTOB BUTaMHHOM D ¢ mnpumeHeHueM
XEMUIFOMUHECHEHTHOTO MMMyHoaHanu3a Ha Clima-MC-15® (Ucnanus). OueHusanu
pe3yJbTaThl 00ECNEYEHHOCTH BUTAaMUHOM D B COOTBETCTBMHM € HOpMaTHUBAMHU
«Henocratounocts BuTamuua D y nereii u moapoctkoB PD. CoBpeMeHHbIE MOAXObI K
koppekuny. YpoBHu 25(OH)D menee 20 Hr/mMi mnpuHUMaIHCh 3a ACHUIUTHOE
COCTOSIHUE, HOPMY YYHUTHIBIA MpU 3HadYeHHsX Ooznee 30 Hr/Mi, a HEAOCTATOYHOCTH
paclieHMBajgach mHpH Tokazarensax 21-29 wr/mn [26]. ns omeHKu J1abopaTOpPHBIX
nokaszaresied oOIIero aHajguM3a KpOBH, MapKepoB OenkoBoro ooOmeHa, MOP-1,
abcomorHoro uncna JuMmdonutoB (AYUJl) wucnonbp3zoBamuch 0a3bl  pePEpPEHCHBIX
WHTEPBAJIOB JUJISL JETCKOW nomyisiuud [19].

C uenblo aHanu3a BIUSHUS JOMOJHUTEIBHOTO SHTEpanbHOoro nutanus (I911) na
HyTpuTuBHBINA ctatyc nerer ¢ JIIII, Opima ompenenena rpymma manueHToB (N=18) ¢
ymepeHHo u Tspkenoit HIL. st qOMOMHUTENbHOW 3HTEPATbHOM MOIACPKKH ObLI
WCITIOJIB30BaH CIEIUATU3UPOBAHHBIN MTPOIYKT JJISl TUETHUECKOTO U JIEYEOHOTO MUTAHUS
— cyxas Hu3KonakTo3Has cmech «Hyrtpuson Dpsanc Hyrpumpunk»® (Iepmanus).
[IpoaykT mnpeaHa3HayeH Ui MpUeMa B KadecTBE HAIUTKa dYepe3 pOT WU uepes

HAa30racTpajbHbIM 30HJ y JAETEH CTaplle OJHOr0 roja W B3pocibix. Ha ocHoBaHMM
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Pacnopsikenust IlpaButensctBa P® ot 11.12.2019 Ne3 2984-p, nanHas cmech
pPEeKOMEHJIOBaHA  JUIsi  JOMOJHUTEIBHOTO NMUTaHUs  JIeTeW-UHBAIHU]IOB C
HEBPOJIOTHYECKUMH 3a0oneBaHusIMU. OO0bEeM HCIOIB30BAaHHOW CMECH OIpenessuics
MOCJIE pacyeTa CyTOUYHON YHEPreTHYECKON MOTpeOHOCTH MuTaHus pedbeHka [53].

Pacyer CyTOYHOIi IHepreTH4Yeckoil MOTPEOHOCTH TPOBOIUIU TIO0 (opmylie
Kpuxka [52]:

Pacxon sHeprum (kkan/cyr.) = DO0O*®Daktop MbIIIEYHOrO TOHYca*®dakTop
akTuBHOCTH + DakTop pocra,

Pacuer sHeprun 0CHOBHOTO 0OMEHa MPOBOIUIIM B 3aBUCUMOCTH OT T10JIa peOeHKa
o popmyrnam BO3 [52, 244];

®akTop mMbieyHoro Tonyca: 0.9 — camxen, 1.0 — Hopma, 1.1 — noBsIIIEH;

®akrop aktuBHOCTH (DA): 1.15 — nexaumii OonbHOW, 1.2 — malMEHT B
WHBAJIMIHOM Kpecite, 1.25 — mom3atomuit, 1.3 — aMOymaTopHBIN MAIUCHT;

daxkTop pocTa: 5 KKal/T *KeaaeMoi MpuOaBKU MacChl Tea B CYTKH.

KonnuecTBo cnenuanu3mpoBaHHOIO NPOJIYKTa COCTaBILIO IPU CTAPTOBOM
pacuere 10-15% OT MHAMBUIAYATBHOIO pacueTra CyTOYHOrO pacxoja 3Hepruu. Jleru
NPUHAMAIA CHEUUAIU3UPOBAHHBI MPOAYKT B TeueHUE 6 MeECSLEeB HENPEPHIBHO,
JOTIOJTHUTENBHO K OCHOBHOMY pallMOHY, B U30KAJIOPUUECKOM pa3BesieHnd B oobeme 200-
400 M1 B CYTKH, B 3aBUCUMOCTH OT pacyeTa UHIMBHUIYaTbHONU MOTPEOHOCTH.

Kaxnmomy mnamuenTy ObUT OmNpeAeNieH WHIWBUAYAIbHBIA IJIJaH BpadyeOHOTO
HaOMIOIGHUST C O00s3aTelIbHBIM MPOBEICHUEM KIMHUYECKUX OCMOTPOB peEOEHKa U
OLIEHKOM IepeHocuMOCTH cMmecHu. Yepe3 3 Mecsla HYTPUTUBHOM Koppekuuu Oblia
MPOBENIEHA KOHTPOJbHAS OLIEHKAa MEePEHOCUMOCTH CHEUUaIN3UpPOBAHHOM CMecH,
BBIYMCJIEHNE aHTPONIOMETPUUECKHX TTOKa3arenen aeren. [locne 6 mecsues npuema JIO11
BceM JneTsM (N=18) Obuia BBITIOSHEHA KOHTPOJIbHAS OIIEHKAa HYTPUTHUBHOTO CTaTyca C
MPOBEICHUEM AHTPOIIOMETPHUH, aHAIM3a KOMIIO3UIIMOHHOTO COCTaBa Tella, ONpeIeIeHUs
7ab0paTOpHBIX  MapkKepoB OenkoBoro oOmeHa (obmero Oenka, anpOyMuHA,
TpaHcheppuHa), HHCYJIWHOMOM00HOTO (hakTopa pocta — 1, abcomtoTHOrO dHCIA

J'II/IM(l)OI_[I/ITOB 1 YPOBH:A KaJIbIUANOJIA B CBIBOPOTKE KPOBHU.



52

C uenpl0 KOpPPEKUHUH COMYTCTBYIOIIMX  (DYHKIMOHAJIBHBIX PacCTpOMCTB
XKeITyJOUHO-KUIIedHoro TpakTa y Aeteit ¢ AL, B Tepanuu ncmnonb30BaIuch CAEAyIOIINe
npenapatbl B BO3PACTHBIX JO3UPOBKAX: OCMOTHYECKHE CIA0UTEIbHBIE MpenapaThl
(momuaTunenriaukoiab 4000, makryno3a). Kypc ocMoTHYecKHMX — CIaOUTENIBHBIX
IpernapaToB Ha3HAYalICsA CPOKOM Ha 3 Mecsua. J{Jst KoppeKIuu OumapHoi AMCPYHKIUN
HA3HAYaJICS CyXOW BOJIHBIN SKCTPAKT CBEKUX JTUCTHEB APTHUIIIOKA MTOJIEBOTO B BUJIE IPAXKE
B BO3pPAaCTHOM J03UpOBKE Kypcamu mo 14 nueit B TeueHue 3 mecsues. [lpu anammze
aHaMHe3a KOppEeKIUs Kene30e(UIIMTHON aHEeMHUH 10 MOMEHTa BKJIIOYCHHS B
uccienoBaHue mnpoBoAwiack y 9 gereit mnpenapatamu xenesa () ruapoxcun
MOJIMMAJIBTO3aTa ¢ KOHTPoJIeM 3()(PEKTUBHOCTU MO JTaHHBIM aHajau3a nepudepuyeckon
KpPOBH.

B xonme oOcnenoBaHusi JAaHHOTO KOHTHHTEHTa JeTel Oblla MpoBeacHa
cTaTUCTHYecKass o0paboTka Marepuana, BbIAEIEHa Tpynna JeTred MO0 PHUCKY
HEJIOCTAaTOYHOCTU TMUTaHUA, pa3paboTaH aIrOpPUTM JIMAarHOCTUKU W MPOTHO3UPOBAHMUS
HEJIO0CTaTOYHOCTH nuTanus y aereu ¢ LI

Metoabl craTMCTHYeCKOro aHajam3a. CTaTHUCTUYECKHI aHalU3 TPOBEIEH C
MOMOIIBI0 TPHUKJIagHOro makera mporpammbl IBM SPSS Statistics-21. Kputepwuii
KomMoropoa-CMupHOBa ~ HMCHOJIB30BAaH I ONPEAEHEHUS  HOPMAJIBHOCTH
pacrpeneneHuss KOJMYECTBEHHBIX BEJIWYMH. [Ipu HOpMalabHOM paclpeiesieHHH B
HE3aBUCHUMBIX TpYyIIaxX [JaHHBIX UCHodb30BaM  t-kputepuiit  CThlOAEHTA W
JMCTIEPCUOHHBIA aHalli3, a YMCJIOBBIC JaHHbIE MpeAcTaBiieHbl B Buae M+SD (M —
cpennee apudmernyeckoe, SD — cpeaHEKBaIpaTUYHOE OTKJIOHEHHEe). B ciydae
pacnpeneneHus OTIIMYHOTO OT HOPMAJbHOTO MCHOJIb30BaH KpuTepuii MaHHa-YUTHU U
Kpackena-Yomnuca, a pesynbrar npenacrasiet B Bujae Me [Q1; Q3], rne Me — menuana,
a BenmmunHbl [Q1; Q3] popMupYIOT HHTEPKBAPTHIIbHBIN pa3Max. [Ipu cpaBHeHMH 3 TPy
MIPUMEHSUTH TTonpaBKy boHdeppoHu.

KonuuecTBeHHbIE TTIEpEMEHHBIE B IMHAMUKE OlleHUBaIIU t-kputepuem CThbIOJIEHTA
JUIsT TIApHBIX BBIOOPOK WM KpuTepueM BuikokcoHa B 3aBUCUMOCTH OT UX

pacrnpeecHusl.
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B He3zaBuCHMBIX Ipynmax KayeCTBEHHBIE BEJIWYWHBI CPAaBHUBAIHU, HUCIIOJIb3YS
Y’KpUTEpHii U TOUHBIH KpuTepuii Ouiepa, B 3aBUCUMBIX — KpuTepuilt Mak-Hemapa. J{ns
BBISIBJICHUS CBSI3€M MEXAYy NEPEMEHHBIMH U UX OLEHKH MPUMEHSJIM METOJl PAHTOBOM
koppesiniuu CrniipMmena. JlJis onpeniesieHust BEJIMYMH U BKJIJa pa3InuHbIX (haKTOPOB B
JUArHOCTUKY U (OPMUPOBAHUE HEAOCTATOYHOCTH mutanus y aeteit ¢ JAILII namu Obut
MPOBEJEH ABYXATAMHBIM KJIACTEPHBIM aHaNIW3, KOTOPBIA ITO3BOJIAET BBIUUCIATH KakK
KOJINYECTBEHHBIE, TAK U KAaTErOpUAJIbHbIE IEPEMEHHBIE.

[Ipy momomM KJIAaCTEPHOrO aHalW3a C YYETOM MPEABAPUTENIBHO 3aJaHHBIX
HIepPEMEHHBIX HAMU OBLTU CPOPMUPOBAHBI KITACTEPHI (IPYIIIBI HAOTFOICHHI ) CO CXOKUMHU
NPOSIBJICHUSIMU TIEPEMEHHBIX W OYEBHJIHBIMU DPa3IUUYMsIMU  MEXAY KJlacTepamu.
[Ipouenypa AByX3TAalHOTO KJIACTEPHOTO aHAJIM3a COCTOUT U3 CIEAYIOUIMX aITOPUTMOB:
Ha IEpBOM JTale aHajlW3a JaHHbIE NPEIBAPUTENILHO KJIACTEPU3YIOTCS B OOJIBLIOE
KOJMYECTBO  CyOKJIacTepOB,  PACCUMTHIBAETCS  MEXKKJIAcTEepHas  JUCIEpCHs,
jgorapumuueckas (yHKUUS NPaBIONOJOOMsS — Mepa CXOJCTBA MEXIy JByMs
KJIaCTepaMU U KOJMYECTBO KIJIACTEPOB uepe3 HMH(OPMALMOHHBIA KpuTepuil Akauke
(kpuTepuii onpenenseT MakCUMalIbHOE YHCio KinacTepoB). Ha Bropom atarie kinactepsl ¢
MUHUMAJbHBIM PAacCTOSHUEM OOBEAMHSIOTCS, Ha Ka)XJOM Ilare HTepalyd BHOBb
pPacCUMTBIBAECTCS PACCTOSIHME MEXIYy KiacTepaMu, M MpolLeaypa 3aKaHYMBaeTcs Ha
HEOOXOMMOM KOJIMUYECTBE KIacTEPOB.

JU1st MOAETMPOBAHUS 3aBUCUMOCTH HEOCTATOYHOCTH TUTAHUS OT OIIPEAEIEHHOIO
HaOopa TMpHU3HAKOB U HaxoxaAeHus BeposiTHocth Hamuuusa HII wucnons3oBamn
JIOTUCTUYECKYIO PETPECCHUI0 C METOJIOM MOLIArOBOro BKJIXOUEHHUs. Pe3ynbraTel Moaenu
IIPEACTABICHBl B BHJE OTHOLICHWS IIAHCOB U 95% IOOBEPUTEIBHOIO WHTEpPBAIA W
dbopmynbel g pacuera BepoSATHOCTH. KadyecTBO MaTreMaTHMuecKuX MoJeNeH,
YyBCTBUTEIILHOCTh ¥ crieluduuHocTh oreHrBain ROC-anamusom (receiver operating
characteristic) ¢ pacuerom miomiagu ROC-kpusoii (AUC). [Ii1s npoBepkr KOMIIOHEHTOB
NOJlyYeHHOW MOJEeNH, BBHAY Majoro o0beMa BBIOOPKH, HCIIOJIB30BAJICS METOJ
oyrcrpanmunara ¢ reHepammeir 1000 mceBaoBbIOOpOK. CTAaTUCTUYECKH 3HAYUMBIMU

cUuTav paznuuusa BenuyuH npu p<0,05.
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TJTABA 3. KIMHUYECKAS, ®YHKIIMOHAJIBHASL, JIABOPATOPHAS
XAPAKTEPUCTHMKA JETEM C AL

B xome wHacTosiiero uccieloBaHUA TOJ JAUHAMUYECKUM HAOJIOJIEHUEM
Haxoawnuck 89 nereit ¢ pazmuunbiMu Gopmamu JUIT (51 manpuuk, 38 aeBouek). Ilo
COCTOSIHUIO HYTPUTUBHOT'O CTaTyca JIETH ObUIM pacipe/iesieHbl Ha JIBE TPYIIIbL: NepBas —
netu 6e3 HerocTaTouHOCTH nuTanus (n=40), BTopas rpymnna — JeTH ¢ HeIOCTaTOYHOCThIO
MUATAaHUS pa3iuyHOM creneHu (n=49). bonbIMHCTBO AeTeil B 00eux rpynmnax pociv u
pa3BuBaiuch B ceMbe: 34 (85%) pebenka B rpymiie 6e3 HIT u 42 (85,8%) pebenka ¢ HII.
B yciioBuAX NCHUXOHEBPOJIOTHYECKOTO JOMa-HHTEpHATa BOCHUThIBANIUCH 6 nereit (15%)
u3 rpynmsl 6e3 HIT u 7 nereit (14,2%) u3 rpynmnst ¢ HIT.

[Ipy cpaBHUTEIBHON XapaKTEPUCTHUKE BBIIEICHHBIX TPYIII MMAIIMEHTOB 3HAYEHUS
BO3pacTa JeTeil 0e3 HeJOCTATOYHOCTH MUTaHus cocTaBwim 9,65+3,6 ner, nereil u3
rpynnsl ¢ HII, coorBerctBenHo, 10,24+3,6 rona (p=0,463). B rpynne 6e3 HII manbunku
coctaBuiu 55% (n=22), neouku — 45% (n=18). B rpynmne ¢ HII mansunkoB 66110 59%
(n=29), neBouek — 41% (nN=20). OreHKa MMOJIOBOTO PAa3BUTHUS Y JICBOYCK M MAIbYUKOB
o0eux Tpymm COOTBETCTBOBaja crtajauud lanner 1 wiu 2, U Tmpu CPaBHEHUH MEXIY
rpylIaMyd pa3Hula Obljla CTaTUCTHYECKW HE 3HauuMa. TakuMm 0oOpa3oM, BbBIJCICHHBIE
IPYIIBI IeTeH IO OCHOBHBIM XapaKTEPUCTUKAM ObLTA COMOCTABUMBI.

PacyeTr HE0OXOIMMOTO KOJIMYECTBA UCCIIEyEMbIX MPOU3BOAUIIH 1O (HOopMyJIE:

_ p(1-p)Z3
==

n

rjae

N — MUHUMAaJIBHBIA pa3Mep BEIOOPKH;

7,0, — HOpPMHPOBAHHOE OTKJIOHEHHUE, ONIPEIEIIEMOE UCXO/Is U3 BHIOPAaHHOTO YPOBHS
JIOBEPUTEIILHON BEPOSITHOCTH;

P — pacnpoCTPaHEHHOCTh UCCIIEyEMOTO TPU3HAKA,;

A — norryctumMas omuOKa B MPOIEHTAX.

[IpenmonoxurenbHo, u3 pacuera 95%  DOBEPUTENBHOM  BEPOATHOCTH

PacIpOCTPAHEHHOCTH HEAOCTaTOYHOCTH nuTanus y naererd ¢ JIII r. Tromenu u
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TromeHckol 0061aCcTH, IO JaHHBIM MPEIIIECTBYIONIMX HaOmoaeHu 25% 1 10ImyCcTUMOMN

omuOku 10%, 06beM BRIOOPKH JT0JHKEH OBITh HE MeHee 72 YelIOBEK.

3.1. AHaiu3 aHaMHe3a, KJIMHMYECKOr0 CTaryca, (paKTHYeCKOro NMUTAHUS

neren ¢ JILII

JJist BBISIBJICHUSI OCOOEHHOCTEM OMOJIOTHYECKOTO U MEPUHATAIILHOTO aHAMHE3a Y
neteit ¢ JILI1, B 3aBUCUMOCTH OT COCTOSTHUSI HYyTPUTUBHOI'O CTaTyca, B paboTe MPOBEICH
PETPOCTIEKTUBHBIA aHAIW3 aHAMHECTHYECKHMX JaHHBIX BCEX JETEH, BKJIIOUYEHHBIX B
UCCJIEJOBaHNE, HA OCHOBaHUM MEPBUYHON METMIMHCKOM ToKyMeHTauuu (popma Nell2-
y «Hcropus pa3Butus pedeHkar). lanusie npeactasieHsl B Ta0. 1.

[TIo pesympraraM TpPOBEJECHHOTO aHAIM3a YCTAaHOBIEHO, YTO OOJee MOJIOBHUHBI
JeTell B rpynmax ObUTH POXKIEHBI OT BTOpOM M Oojiee OepemenHoctd — 55% (n=27) B
rpymmie ¢ HIT m 65% (n=26) B rpynne 0e3 HyTpuTuBHOro nedunmra. TeueHue
OEpEMEHHOCTH OCJOKHUIIOCH TecTo3oM Yy 22,5% (N=9) xenmmH y aereit 6e3 HII u y
18,3% (n=9) marepeii y nereit ¢ HII. Yrposa HeBbIHANIMBaHHUS IUIOJA BO BpEMSs
OepeMeHHOCTH perucTpupoBaiach y 22,5% (N=9) xeHuud u3 rpynisl aereit 6e3 HIl u 'y
30,6% (n=15) marepeii U3 rpymIbl AeTeH ¢ HEIOCTATOYHOCTHIO MHUTaHusA. KoarmuecTBo
JeTel OT CaMOIPOU3BOIBHBIX poAoB ObUI0 Oosbiie N=37 (75%) B rpynne ¢ HII, yem B
rpymnie 0e3 HyTpuTuBHOTO naedunura — 57% (N=23), HO 63 3HAYMMBIX pa3IHUYUil MIPH
CPaBHEHHUHU.

[Tpu ananm3e JaHHBIX MEPUHATAIIBHOTO aHAMHE3a OTMEUEHO, YTO CPOK TeCTaI[iH B
IPYIIEe IMaIllMeHTOB Oe3 neduiura nmuTaHus coctaBuil 35,5+4,71 Hemenu U ObLI
CONIOCTaBMM C aHAJOTHUYHBIM MAPAMETPOM B IpyIine cpaBHEHUs — 35,74+4,47 Henenu.
Hetu, poxaeHnsie panee 37 Henenu 6epemeHHocTH, B rpynme 6e3 HII cocraBunu 50%
(n=20), a B rpynme gereit ¢ HIT — 48,9 % (n=24) cooTBeTcTBEeHHO. /IBa peOeHKa B IpyIie
c HII 6b1mn poxeHsl B cpoke MeHee 28 Heaenb recrauuu, a B rpynmne 6e3 HII takoi
pebeHok Obul oauH. Jl0Jds HETOHOIIEHHBIX JETe B Ipynmax CpaBHEHHs HE HMela

CTaTUCTUYCCKH 3HAYNMbIX pasnnqnﬁ.
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Tabmuua 1. XapakrtepucTuka JaHHBIX OHUOJOTHYECKOTO U TEPUHATAIILHOIO

anamue3a y aereit ¢ JIL1I1, a6c. (%)

Hetun ¢ JIII
Howazatemu Ges HIT (1=40) | ¢ HIT (n=49) P

bepemenHocTh niepBast 14 (35%) 22 (45%)

0,480
bepeMeHHOCTH BTOpAst ¥ BBIIIIE 26 (65%) 27 (55%)
YTrpo3a HEBBIHAITMBAHUS 9 (22,5%) 15 (30,6%) 0,316
['ecto3 9 (22,5%) 9 (18,3%) 0,682
Popbl caMoIipon3BOJIbHBIC 23 (57%) 37 (75%)

0,129
Ponpr abmomMuHABEHBIC 17 (43%) 12 (25%)
Cpok recranuu, HeJleIu 35,5 (+4,71) 35,74 (+4,47) 0,934*
Cpok recTaiuu Mpy poXKICHUH 20 (50%) 24 (48, 9%) 0,907
MeHee 37 Heaenb
Cpok recrauyu npy poxIACHUN 1(2,5%) 2 (4,08%) 0,656
MeHee 28 Heaenb
Macca Tena npu poxxacHuu, Ip. 2722,3+1099,7 2533,7£1062,3 0,411*
Maublii BeC K CpOKY recTalliu 2 (5%) 8 (16%) 0,090

IIprMmedanue: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IM4UU
MEsXIy TPYIIaMM MAlUeHToB 1o Kputepuio x> [lupcona, * — no kpurepuiro U Manna-

YutHu.

ITokazarenu Beca Tena npu poxaeHuu y aeteit 6e3 HIT coctaBunu 2722,3+1099,7
rpamMMmoB, a y gered B rpynmne ¢ HIT — 2533,7+1062,3 rpamMmmMoB, HO CTaTUCTHYECKH
3HAYMMO He pa3nuyaiuck. JIBa nanuenTa u3 rpymmsl 6e3 HIT umenu manbliii Bec K CpoKy
recTaluu, a B rpyIIe AeTel ¢ HeOCTaTOYHOCThIO MUTaHUs TaKuX JeTei OblIo B 3 paza

oomnbiie (N=8).



S7

Ilepuon panneit anmanraruu y OonbmmHCTBA fAetedt ¢ JLII mpotekan
HeOmaronpusTHO. bonee monoBuHbl aetedt u3 rpynnsl 6e3 HIT 62,5% (n=25) u 65%
(n=32) nmerei#t W3 TpyHmbBl CPaBHEHUS HYXIAJIUCh B WHBAa3MBHOW PECHUPATOPHOMN
noaaepxkke (MBJI) B mepBeie 7 cyTOK »HW3HH, HO 0€3 3HAYMMBIX Pa3IMUUA TpU
cpaBHenuu (p=0,936). OueHuBas xapakTep BCKapMJIMBaHMS JI€Ted HA MEPBOM TOAdY,
nosydyeHo, yto 60% nereit (N=24) 6e3 HII u 65% (n=32) pereit ¢ HII nomydanu c
POXKJIEHUS HCKYCCTBEHHOE BCKapMIJIUBaHHE aJlallTUPOBAHHOM MOJIOYHOM CMEChIO
(p=0,768). Ha cmemannom BckapmiauBanuu Haxoauiuch 40% nereit (n=16) 6e3 HII u
34,6% neteit (N=17) u3 rpymnbl ¢ HyTPUTUBHBIM aeduiutom (p=0,768).

[IpoBeneHHBIN CpaBHUTEIBHBIN aHAIN3 OCOOCHHOCTEN TeUeHUsI OEPEMEHHOCTU U
POJOB, NaHHBIX MEPUHATAILHOTO aHamMHe3a y aereit ¢ L1 no3BossieT caenath BBIBOJ,
YTO BBIJICJICHHBIC TPYNMbl JIeTel OBbUIM COMOCTaBUMBI IO IOy, BO3PacTy, CPOKY
recTaiuu, Macce Tejia mpu pokaeHuU. CTaTUCTUUECKU 3HAYMMBIX Pa3IMYMil 1O BCEM
aHAJM3UPYEMbIM [MOKA3aTEIIAM HE MOJIYYEHO.

JIJist OlEHKH KIIMHUKO-(DYHKIIMOHAJIBHBIX IIOKa3aTeldel BCe MalUueHThl ObUIH
pamxkupoanbl o Gopme LI, ypoBHIO MOTOpHOTO pa3BuTHs no mapamerpam GMFCS
(tabm. 2). [Ipu cpaBHUTEILHOM aHAJIM3E MOXKHO OTMETUTH, YTO pacipeiesieHne NeTei 1o
dbopmaM AeTcKoro nepedpaibHOro napainya B rpynmnax ObUio paBHOMEpHBIM. B o0enx
IpyIIax JOMHHUPOBAIM JETH CO CIacTHueckoi (opmoii 3aboneBanus: 67,5% (n=25)
naienToB u3 rpynnel 6e3 HIT u 69,4% (n=34) nereit u3 rpynmbsl ¢ HYTPUTHBHBIM
nepuuuroM. JleTu ¢ THHepKUHETHYECKOM, aTaKTHYecKol u cMemanHoi popmamu LT
MPE/ICTABICHbl PAaBHO3HAYHO B 00ewx rpymnmax. Takum oOpa3oM, Tpymmbl AETEl 1Mo
dbopMe OCHOBHOIO HEBPOJIOTHYECKOTO 3a00JI€BaHMSl CTATUCTHUYECKH 3HAYUMO HE
pa3Inyainch MEXy COOOM.

bonee 80% nereil o0eux rpymn HMMETH YpOBEHb JBUTATENbHBIX HapyIIEHHI
GMFCS IV-V. Yacrora pacnpenenenust aereid mo ypoasMm I, Il Il mkansr GMFCS

Obl1a OTMHAKOBA MKy nByMs rpymmamu (p=0,661).
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Tabmumna 2. XapakTepucThKa KJIMHUKO-(QYHKIIMOHATIBHBIX TOKa3aTenen y naere

c JILIII, a6e. (%)

Hern ¢ LI
[Tokazarenu |y
0e3 HII (n=40) ¢ HIT (n=49)
®opma LI
criacTHyecKas 25 (67,5%) 34 (69,4%) 0,857
THIICPKUHETHICCKAs 5 (13,5%) 6 (12,2%) 0,862
aTaKTUYeCcKast 1 (2,7%) 1 (2,1%) 0,840
CMelIaHHas 6 (16,2%) 8 (16,3%) 0,989
Gross Motor Function Classification System (GMFCYS)

I 3 (7, 5%) 3 (6,1%)
I 1(2,5%) 3 (6,1%)
i 2 (5,0%) 2 (4,1 %) 0,661
v 12 (30,1%) 11 (22,4%)
\/ 22 (55,0%) 30 (61,2%)

HpI/IMe‘{aHHel N — KOJIMYECCTBO ITAIIUCHTOB, P — YPOBCHb 3HAYHMMOCTHU paSJII/IIII/Iﬁ

MEsK/Ty TPYIIaMHK MAUMEHTOB Mo KpuTepHio y°IIupcoHa.

[IpoBeneH aHannu3 TpyMIbl NAUEHTOB C HEAOCTATOYHOCTHIO MUTAHUS C ILENBIO
BBISIBJICHUS Pa3IMUMil KIMHUKO-(QDYHKIIMOHAJIBHBIX I[IOKa3aTeled JeTed ¢ pa3Hou
CTETNIEHBIO HYTPUTUBHOTO Aeduiuta (Tabdmn. 3). Pactipenenenue nereit B 3aBUCUMOCTH OT
crenenu HIT 6110 HepaBHOMEPHBIM, TTPE00JIaIalIN IETH C TSHKEJIOM CTEMEeHbIO 1epUIInTa
nutanus (N=27). Pa3nmuuus npu cpaBHEHHWU NIETEH MO Macce Tela, CPOKY IeCTallud B
3aBUCUMOCTH OT BbIpakeHHOCTU TspkecTr HII Obutn ctaTuctudecku He 3HauuMbl. [1o
dbopme HIIII Bo Bcex moarpynmax npeodnagaii JIETU CO CHACTHYEeCKOH (opMmoit
3a0o0seBaHus, 0€3 3HAYUMBIX Pa3JIMUUi PU CpaBHEHHH. [10 ypOBHIO MOTOPHBIX HABBIKOB
mkaael GMFCS Bo Bcex moarpynmnax ¢ HIT gomuanpoBanu netu ¢ yposuem V-V, 6e3
CTaTUCTUYECKU 3HAYMMBIX PA3JINUHUH.

Takum o6pazom, B rpynme aeteit ¢ HII, mpu BeineneHny moArpymin mo CTeneHu
TSOKECTH HYTPUTUBHOTO JedUIMTa, HE ONPEACICHO 3HAYMMBIX pa3IMuui 10

aHAIM3UPYEMbIM KJIMHUKO-(QYHKIIMOHATIBHBIM MToKazaTesnsm. ['pynmna nereit ¢ AT u HIT
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OblJIa OJHOPOJHA TIO BO3pacTy, (OpMEe OCHOBHOTO HEBPOJOTHYECKOTO 3a00JICBaHUS U
ornenke mo mkane GMFCS. [lns BbISIBICHHUS OCOOCHHOCTEH MEXIy MajbuyMKaMu W
JIEBOYKaMHA B Tpynmax IO KIMHUKO-()YHKIIMOHAJIBHBIM TIOKA3aTeNIIM OCHOBHOTO
HEBPOJIOTHYECKOr0 3a00JIeBaHUS OBLT IMPOBEACH CPABHUTCIBHBIA aHAINW3 0 TIONY

BHYTpH Kax 0¥ Tpymniisl (Tadi. 4,5).

Tabnuua 3. XapakTepucTHKa KIMHUKO-(QYHKIIMOHAJIBHBIX TOKa3aTenel y aeren

¢ JILII1 B 3aBHCIMOCTH OT CTETIICHU HEJIOCTATOYHOCTH muTaHusd, aodc. (%)

HemocTarouHoCTh IMTAHUS
ITokasaremn Jlerkas Cpenmsisi | Tsokemas | P12 | p1-3 | p2-3
(n=12) (n=8) (n=29)

Bo3spacr, mec 105,0+£50,4 | 141,1+32,5 | 118,4+36,8 | 0,108* | 0,273* | 0,147*
gg;;ﬂf"m““’ 353+4,6 | 37,6+44,04 | 353+4,6 |0,366*|0,705* | 0,199*
®opma LTI
criacTH4YecKast 8 (88,9%) | 6 (75,0%) | 17 (65,4%) | 0,567 | 0,235 | 0,611
IMCKMHETUYECKAs - 1(12,5%) | 2(7,7%) | 0,471 | 0,392 | 0,675
aTaKTUYECKast - - 1 (3,8%) - 0,551 | 0,573
CMeIIaHHast 1(11,1%) | 1(12,5%) | 6(23,1%) | 0,929 | 0,439 | 0,518
Gross Motor Function Classification System (GMFCS)

I - - 3(10,3%) | 0,208 | 0,287 | 0,677
I 2 (16,7%) - 1 (3,4%) - - -
i 1(8,3%) | 1(12,5%) - - - -
IV 4 (33,3%) | 1(12,5%) - - - -
V 5(41,7%) | 6(75%) | 19 (65,5%) - - -

[Iprmeuanue: N — KOJWYECTBO MALMEHTOB, P — YPOBEHb 3HAUMMOCTH Pa3IUYUI
MEXAy TpynrnamMu MalHEeHTOB C KOPPEKUMEH Ha MHOYKECTBEHHBIE CpPaBHEHMS) IIO

kputeputo x2 [upcona, * — o xpurepuro U ManHa-YutHu.

B rpymme gereit 6e3 HII mo dbopmam JILIT mMexny mMambuukamMu U JE€BOYKAMH

CTAaTUCTUYECKH 3HAYMMBIX OTJIMYHMH HE OBLIO. PaCHpe)ICJ'ICHI/IC MAaJIbYUKOB 1 I€BOYCK B
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rpymre 6e3 HIT o mkane GMFCS 6b110 paBHOMEPHBIM U CTATUCTUYECKU HE 3HAYUMbBIM
upu cpaBaeHuu (p = 0,061) (tab:m. 4).

B rpynme gereli ¢ HeAOCTATOYHOCTHIO MUTaHMs cnacTuueckon (opmont JILIT
cTpafanu 4aie Maabuuku — 89,7% (n=26), uem neBouxu — 40% (n=8), paznuuwus ObUIH
sHaunMbl (p=<0,001) (tabn. 5). Cmemannas ¢opma JIIII BcTpewamack TOIBKO Yy
JIEBOYEK, MAJIbYUKOB C JaHHOU (hopMoi 3a00JieBanus B rpyrie He 0bu10. [Ipu cpaBHeHUN
JIeTel 1O YPOBHIO JBUTaTEIbHBIX HAPYIIEHUA MOXHO OTMETUTb, YTO TMAIUEHTHI C
TSOKETBIMA  IBUTATeIbHBIMU  orpanudeHussMu GMFCS V-V Obitm  paBHO3HAYHO

MIpeCTaBIICHBI IO TIOJIOBOMY IIPU3HAKY B JaHHOU rpymme (p=0,709).

Tabmuua 4. XapakTepucTHKa KIMHUKO-(YHKIIMOHAJIBHBIX TOKa3aTenen y aeren

¢ L1 B rpymnme 6e3 HeJOCTATOYHOCTH MTUTAHUS B 3aBUCMMOCTH OT I1oJia, aoc. (%)

[TokazaTenm Manpunku (N=22) JleBoukm (N=18) p
®opma LI
CHacTHYECKas 15 (75,0%) 10 (58,8 %) 0,295
JTUCKUHETHYECKasT 2 (10%) 3 (17,6%) 0,644
aTaKTUYECKast 1 (5,0%) - 0,350
CMEIlIaHHas 2 (10%) 4 (23,5%) 0,382
Gross Motor Function Classification System (GMFCS)

I 3 (13,63%) -

I 1 (4, 54 %) -

i 1 (4,54 %) 1 (5,56 %) 0,619
v 5 (22,70 %) 7 (38,89 %)

\/ 12 (54,54 %) 10 (55,55 %)

[Iprmeuanne: N — KOJUYECTBO MALMEHTOB, P — YPOBEHb 3HAUMMOCTH Pa3JIHMYHM

MEKTy TPYIIIAaMHU IIALHUEHTOB 10 KpuTepuro ¥’ IIupcona.
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Tabnumna 5. XapakrepucTuka KIMHUKO-(QYHKIIMOHAIBHBIX TOKa3aTenen y naeren

¢ JILIT B rpymme ¢ HeOCTaTOYHOCTHIO MMTAHKS B 3aBUCUMOCTH OT T10J1a, abc. (%)

[Tokazaremnu Manpuuku (N=29) Heouku (N=20) p
®opma LI
criacTH4YecKast 26 (89,7%) 8 (40,0 %) <0,001
IUCKUHETHYECKas 2 (6, 9%) 4 (20,0%) 0,240
aTaKTHIeCcKas 1 (3,4%) - 0,401
CMEIIIaHHAas 2 (6, 8%) 8 (40,0%) <0,001
Gross Motor Function Classification System (GMFCS)
I 1 (3,5%) 2 (10,0%)
I 1 (3,5%) 3 (15,0%)
Il 2 (7,0%) - 0,709
\v} 7 (24,2%) 12 (60,0%)
\/ 18 (62,1%) 13 (61,2%)

[Iprmedanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IHMYHM

MEsKTy TPYIIaMH NAUEeHTOB o Kputepuo y’IIupcoHa.

B pesynbraTe npoBEAEHHOTO aHajdv3a 3HAYMMBIX PA3IUYUN 1O KIMHUKO-
(YHKIMOHAIBHBIM IOKA3aTeIsIM OCHOBHOTO HEBPOJOTMYECKOro 3a0oJjieBaHUS B
3aBUCUMOCTH OT mosia B rpynmne geteil 6e3 HII ne momyueno. B rpynme nereit ¢ HII
IIOJIyYEHBbl CTATUCTUYECKH 3HAUYMMBIE Pa3iInyus MEXIAYy MaIbUYUKAMHU U J€BOYKAMU I10

cracThuueckoit u cmermannoi popme J(LIII.

OCHOBHBIMM JKaJloOOAaMU Ha TIPUEME CO CTOPOHBI POJUTENICH JeTel, Kak ¢
HEJIOCTAaTOYHOCTHIO TMHUTaHUSA, TaKk U 0€3 MUIEBOTO AePuIMTa, OBLIM TPYIHOCTH C
KOPMJICHUEM JIeTel, HapyIICeHUs TJOTaHWUsA THUIIA Pa3IUYHOM KOHCHUCTEHIIHH,
HeperyIsapHblid cTya. BombimmHcTBO pomutencit aerei (85%) ¢ HEIOCTATOYHOCTHIO
NUTaHUS TPEABABISUIM JKajJoObl Ha IUIOXYK0 NpHOaBKy B Bece peOeHKa W/WiM ee
OTCYTCTBHUE 3a moclieqHue 6-12 mecsueB. [Ipu oObEeKTUBHOM OCMOTpE y JeTel o0enx

rpymomr OTMEUYCHbBI MHOKCCTBCHHBIC CHMIITOMBIL MHKpOHYTpHeHTHOﬁ HCOOCTAaTOYHOCTH

(Tabm. 6).
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Ta6JII/IIIa 6. Knunnueckue CUMIITOMBI, BBISIBJICHHBIC IIPpU 00BEKTUBHOM OCMOTPC

y mereii ¢ JILIT, a6c¢. (%)

Jern Hetn
CuMITOMBI 6e3 HII c HII p
(n=40) (n=49)
CuMITOMBI MUKPOHYTPHEHTHON HEIOCTATOYHOCTH

BaenHocTh KOXH 11 (27,5) | 15(30,6) 0,931
[TapaopOuTaNbHBIN [THAHO3 7(17,5) | 12(24,5) | 0,569
CyXO0CTb KOKHOTO TIOKpOBa 8 (20,0) | 27 (55,0) | 0,002
MenKoIIacCTHHYATOE MISTYIICHUE KOXKH TOJICHeH 4(100) | 17(347) | 0013
U CTOII

gf:gflfiiqecxne W3MEHEHUS HOTTEBOM 5 (12,5) 10 (20,4) 0,460
PBIXJ10CTh M KPOBOTOYMBOCTH JISCEH 2 (5,0) 5(10,2) 0,609
['moccur 4 (10,0) 7(14,3) 0,774
XKupnas cebopes 8 (20,0) | 15(30,6) | 0,317
OTEeYHOCTH JIeCeH 3(7,5) 7(14,3) 0,502
@DOJUTMKYIISPHBIN THTIEPKEPATO3 11 (27,5) | 16(32,6) | 0,769
JIOMKOCTB BOJIOC 5(12,5) | 16(32,6) | 0,046

Koxa
CHmxKeHHe Typropa KOoxXu 7(17,5) | 23(47,0) | 0,007
[ToKOXHO-KUPOBOM CIIOU
Y MeHbIIICHHE TOIIUHBI TIOKOKHO-KHPOBOTO 8(20,0) | 40(816) | 0,012
CIIost
JIumparuueckas cucrema
:};]j]e(J)IBI/I‘IeHI/Ie 0osee 3 rpynn aMMpaTHYECKUX 4 (10,0) 6 (12.2) 0,097
}BI;J?Ie(J)IBI/IquHe 0ozee 2 rpynn TMMEpaTHIECKUX 8(20,0) | 13 (26,5) 0,638
CHHAPOMBI BETETATUBHOM JUCYHKIIUH

MpaMOpPHOCTh KOKHOTO MOKPOBa 12 (30,0) | 18(36,7) | 0,658
['unepruapo3 JagoHEH U CTOM 7(175) | 16(32,6) | 0,150

KocTHO-MBIIIIEUHAs CUCTEMA
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Jletn Jletn
CHuMOTOMBI 0e3 HII ¢ HII p
(n=40) (n=49)
S-00pa3HbIi CKOJINO03 4 (10,0) 8 (16,3) 0,577
OrpaHuyeHHE TAaCCUBHOTO O6I>E§Ma JIBWOKCHUH B 37 (92,5) | 46 (93.8) 0,916
CyCTaBaX HI)KHHUX KOHEYHOCTEH
BuyTpuportainonHas yctaHoBKa Oezep 20 (50,0) | 34 (69,4) 0,100
CrubaTenpHasi yCTAaHOBKA KOJICHHBIX U 25 (62,5) | 34 (69,4) 0,647
r'OJICHOCTOITHBIX CYCTaBOB
Kapuec, equandnbIi 5(12,5) 7 (14,3) 0,947
Kapuec, MHOKECTBECHHBIH 15 (37,5) | 20 (40,8) 0,360
Jlucriasus 3y0oB 4(10,0) | 12(24,5) 0,135
JIpIxarenbHas cucremMa
['uneprpodust HEOHBIX MUHIATUH
— | cTenieHb 15 (37,5) | 20 (40,8) 0,360
— Il crenenp 7(17,5) | 10(20,4) 0,939
Jucdonus 13(32,5) | 17 (43,7) 0,994
Cepnedno-cocyaucras cuctema
OYHKIMOHAIBHBIN CHCTOIMYECKUMN IITyM 7(17,5) | 10(20,4) 0,939
[TpuraymeHHOCTs TOHOB Cep/Iia 3(7,5) 5 (10,2) 0,943
JlpIxaTenbHast apuTMUS 13 (32,5) | 18 (36,7) 0,647
Bbpanvkapaus 12 (30,0) | 15 (30,6) 0,866
Taxukapaust 4(10,0) | 6(12,2 0,997
[InmeBapuTenpHas cucrema
CiroHoTeueHue 15 (37,5) | 18 (36,7) 0,664
Hauner na s13b1ke
— OenbIi 7(17,5) | 10(20,4) 0,939
— YKCJITHIN 3(7,5) 4 (8,2) 0,779
B3naytue xxuBoTa 7(17,5) | 8(16,3) 0,691
HapyiireHrue MOTOpHUKH KHIIIEYHHKA 10 (25,0) | 20 (40,8) 0,179

[Ipumeyanne: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH PA3JIMYUI

MEsKTy TPYIIIIaMK MALUEHTOB 10 KpUTepHIo }°[Inpcona u TouHbIi KpuTepuii Ouiepa.

V nereii ¢ HII yaie BcTpeyanucey CyxoCTh KOKHOIO IOKPOBA, MEJIKOIUIACTUHYATOE
HIeTYIIEHHEe KOXKMU TOJIeHeW W ctom, JoMmKocTh Bojoc (p=0,002, p=0,013, p=0,046

COOTBeTCTBeHHO). CHuxeHue Typropa Koxu, YMCHBIICHUC ITOAKOXXHO-)KUPOBOI'o CJI0A
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ormedeHbsl y nere kak ¢ HII, Tak u 0Oe3 TakoBOW, HO 3HAYUMO dYaIlle y JeTed ¢
HyTpUTUBHBIM Jeduiurom (p=0,007, p=0,012 cOOTBETCTBEHHO).

AHanu3 CTpyKTypbl COMYTCTBYIOLIEH NATOJOTUH MO JAHHBIM aHAMHE3a Y JIETEH C
JUIT onpenenun, yto 8 neret B rpynne ¢ HII u ogun peGenok B rpymnme 6e3 HII
CTpajiaiy Keye301eUIMTHON aHeMHel Jierkoi cteneHu (Tabin. 7). BHeOOIbHUYHYIO
MTHEBMOHMUIO 3a Ir'0Jl, NPEAIECTBYIOLIUN UCCIIEI0BAHUIO, IEPEHECTN PABHOE KOJIUYECTBO

nere u3 obenx rpymmn (p=0,976).

Tabnuna 7. XapakTepucTuka colyTcTByomei nmaronoruu y aerei ¢ LI, ade. (%)

Kox Ieru ¢ JTIIT
IToka3arenu MKb p
10 0e3 HII (n=40) | ¢ HIT (n=49)
Jlpyrue senesoneuuTHbIC D 50.8 1 (0,4%) 8(16,3%) |0,178
aHEMUH
Jlpyrue yTo4HEeHHbIE 00JIe3HU K 828 26 (65%) 37 (755%) | 0,395
KEITYHOTO ITy3bIPs
3armop K 59.0 6 (15,0%) 16 (32,0%) | 0,239
[THeBMOHMS HEYTOUHEHHAS J18.8 3 (9,4%) 3(9,7%) 0,976
[Tepenom HEYTOYHEHHON 1acTH S723 7 (17, 5%) 4 (8,0%) 0,661
OCIPEHHOM KOCTH B aHAMHE3E
dokanbHasg UAUONATAYECCKAS G 400 18 (45,0%) 30 (61%) 0,170
AIJICTICHUS

[Ipumeyanue: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTU PA3JIMYUI

MEXKIy TPYIIIaMHM IALUEHTOB 110 KpuTepuro x2Ilupcona u Tounomy kpurepuio durepa.

QOYHKIMOHAIBHBIMUA 3amopamMu 4aine crpaganu 32% (n=16) nereit ¢ HII mo
cpaBHeHuto ¢ 15% (n=6) nereit 6e3 HII. JucdyHKius xKeqduHOTO My3bIpsi OTMEUEHA Y
neteir oOeux Tpymm. Ciydam TiepeloMOB  O€IpEeHHOM KOCTH B  aHAMHE3e
3apeructpupoBansl y 17,5% (n=7) aereii 6e3 HI1 u y 8,0% (n=4) nereii ¢ HII (p=0,231).

CumnToMaTuyeckasi SMUIIETICHs HanboJiee 9acTo OTATOIIAeT TEYCHUE OCHOBHOTO
HEBpOJIOruueckoro 3abdoseBanus y peoernka ¢ JILIT [154, 190]. B nammewm ucciaenoBanuu
snmnenicueit ctpagamu 45% (n=18) nereii u3 rpynmner 6e3 HII, u 61% (n=30) nereit ¢
HEJIOCTAaTOYHOCThIO mUTaHus. [Ipu cpaBHEHHMH, YacTOTa BCTPEYAEMOCTH DITUJIETICUU B

rpynnax Obuta comoctaBuMa (p=0,170). Tepanuio aHTUKOHBYJIbCAHTAMHU MNOJy4aau 6
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nereii (33%) u3 rpymmsl 6e3 Aedunurta nutanus U 47% (N=23) nereit ¢ HII, paznuuuns
ObUTM CTaTUCTHYECKHM 3HauumMmble Mexay rpynmamu (p=0,035). Ilpu sTom Ha
MOHOTEpaIuy aHTUKOHBYJIbcaHTaMu B rpytiie 6e3 HIT maxoammuck 66% (n=4) neteit
43,5% (n=10) u3 rpymmsl ¢ HeAOCTaTOYHOCThIO muTanus (p=0,159). IlanueHToB, y
KOTOPBIX TEYCHHE SIUJICTICHM KOHTPOJMPOBAiach IBYMs M OoJiee TperapaTamu, B
rpymnne ¢ HIT 6bu10 60sbine (N=13), yuem B rpymne 0e3 HIT (n=2), Ho 0e3 cTaTncTU4ecKu
3HaUMMBIX pasznuuuii (p=0,251). B pabore ompeneneHo, 4To pUCK (OPMHUPOBAHUS

HEJOCTAaTOYHOCTH MHUTaHUA Ha (OHE MpHeMa aHTUKOHBYIbCAaHTOB y pebenka c JILIIT

yBenuuuBaetcs B 3,3 pasa: OR = 3,354 (95% U 1,062; 10,590, p=0,039).
Ouenka ¢pakrnyeckoro nuranusa y gerei ¢ JILII

[To pe3ynbTaTaM OIleHKH cocTaBa (PaKTUYECKOTO0 CYTOYHOTO pallMOHA MUTAHUS 110
OCHOBHBIM TpyMIaM MUILIEBHIX MPOIYKTOB, MOKHO OTMETUTh U30BITOYHOE COJIEpPKAHHE
KPYISHBIX M MAaKapOHHBIX W3JCIUM B paluoHe Yy OOJBIIMHCTBA JETEH, KaK C
HenmoctatouHocThio muTaHus 80% (n=16), Tak u 0Oe3 TakoBoit 65% (n=13).
beicTpopacTBOPUMBIE MOJIOUHBIE KAlllM, U3MEILYEHHOE MEYCHBE, MAKAPOHHBIE U3ETUs
COCTaBJISTM OCHOBHYIO 4acTh (60-68%) exeqHEeBHOTO NPUBBIYHOTO pAIMOHA JETEH
oOeux rpyri. MscHbIe TPOIYKThI, B OCHOBHOM (hapiil Msica MTHIIbI, IETH MOTyYaIu yalle
B 00e/] B COCTaBe IMepBOro OJt0/1a, YTO COCTABISIO JUllb 5-15% OT OCHOBHOTO MEHIO.
AccopTUMeHT oBollel OblT 04eHb CKyJIHBIM M cocTtaBmi 10-12% ot obmiero paruona
nuTaHus. MosiouHble TPOAYKTH (IIEIBbHOE MOJOKO, Kedup, HOrypr, cMeTaHa)
coctapsiin oT 30% 10 50% pauumona, y 5 nereit ¢ HII nons uenbHOro Mojaoka B IUTAaHUU
nocturana 85%. IIpoayKThl ¢ BBICOKOW KAJIOPUMHOCTHIO U MHUTATEIBHON IIEHHOCTHIO
(TBOpOT, CIIMBOYHOE MAcCJ0, SIWII0) ObUIM BKJIIOUEHBI B MEHIO €XEIHEBHO TOJBKO Y 60%
(n=12) nereii 6e3 HIT u 'y 45 % (n=9) neteii ¢ HII.

BpInonHEHHBI KOJWYECTBEHHBIM aHAIM3 COJEPKAHUS MAaKPOHYTPUEHTOB B
paumonax nutanus nereid ¢ HII u 6e3 HII mokasain, uro cogepskanue Oeyika B pallioHe
neteit ¢ HII 6pimo Hmke (53,1+13,9 1) npu cpaBuenuu ¢ aetbmu 6e3 HII (63,4+£17,4 1),
HO 0e3 3HauyuMbIX pazmuuuii Mexay rpynmamu (p=0,549). [lokazaTenu comepkaHUs

VIJICBOJIOB M KHpa B pallMOHE HE COOTBETCTBOBAIM HOpMaM (HU3UOJIOTUYECKOM
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notpedbHoctr y aereit ¢ HII u 6e3 TakoBoit u He paznuuanuch Mexay codoi (p=0,947,
p=0,463 COOTBETCTBEHHO). DHEpreTHYecKass LEHHOCTh AHAJIU3UPYEMBIX CYTOUYHBIX
paIMOHOB y BCEX JieTel OblIa HEAOCTATOYHOM, 0€3 3HAUMMBIX Pa3Induil U CPaBHEHUN
(p=0,946). OnpeneneHbl HU3KUE 3HAYEHUS] CYTOYHOW KaIOPUMHOCTU PALIMOHOB Y JeTeH

¢ HemocTtaToUHOCThIO uTanus (1638,0£509,1 kkan/cyT.), Tak u 6e3 nedurnuTa MuTaHus

(1622,0+462,7) (Tabm.8).

Tabmuua 8. CpaBHUTENbHas XapaKTEpUCTHKA IHIIEBOM M HSHEPreTUYECKOU
LIEHHOCTH CYTOYHOI'0 panuoHa nuranusa y nereu ¢ JLII B 3aBucuMocTH OT COCTOSAHUSA

HYTPUTHUBHOI'O CTATyCa

Jletn 6e3 HIT (n=40) Jetu ¢ HIT (n=49) p
Ilokazarens Min
Min- HOIT* B HO®IT*
Mtsd max M-+tsd Misd max M-tsd
47 56- 65,3 53,1 35,47-
benok, r 63,4+17,4 102,15 1115 1139 70,60 62,4+14,3 /0,549
33,51- 71,4 49 4 32,03-
Kup, r 59,0+20,4 95,08 152 1155 65.84 72,6+12,8 (0,463
209,0 147,92- 310,6 207.,8 57,82-
VYraeBonsl, T 1520 274,51 4655 108 4 353,44 316,6+56,2 |0,947
OHEPICTHYEC- | yeag | 10130-| 2080 16220 |1039,0-| 22111 |, 0
Kad H}f;a‘;om” +509,1 | 2530,0 | +476,4 | +467 |2118,0| +356 |

[Ipumeuanue: N — koauyecTBO naueHToB, * — HOII (HopMa uznonornueckux
NOTPEOHOCTEH), P — YPOBEHb 3HAUMMOCTH PAa3IMYUN MEXAy I'pylrnaMH MalUeHTOB IO

kputeputo U MaHHa-YuTHu.

Jedunut cyTOYHON AMETHl MO0 XMMHYECKOMY COCTaBy B CPaBHEHUU C HOPMOM
bu3noNornyeckux MoTpeOHOCTE ompeaeneH y aereid odeux rpynm. Y gerert ¢ HII
IeGUIUT CyTOYHOrOo MoTpedacHus Oenaka cocrtaBua 14,9% (18,53 [-3,73; 18,82]
r/kr/cyt.), xupa — 30,9% (27,97 [12,81; 31,16] r/kr/cyt.), yraeBomo — 34,4% (98,89
[52,22; 168,06] r/kr/cyT.). Y nereit 6e3 HII BoisiBnen aedunut: 6eaxa — 30% (3,90 [-3,05;
13,25] r/xr/cyt.), xupa — 18,6% (13,83 [6,16; 26,49] 1/Kr/cyT.), YIJIEBOIHOTO
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kommonenrta — 32,7% (112,52 [80,97; 157,08] r/kr/cyt.). [Ipu cpaBHEHUH rpymn aeTeit
no JeUUUTY CYTOYHOTO MOTpedsieHus Oenka, *upa W YIJIEBOJOB HE TOJYy4YE€HO
CTATUCTUYECKHU 3HAUMMBIX paznuuuid (p=0,549, p=0,317, p=0,841 COOTBETCTBEHHO).
Omnpenenexn aeUIMT PHEPreTHUECKON €MKOCTHM CYTOYHOTO pallMoHa y JeTen
uccienyeMbix rpynn. Y nmerert 6e3 HIT gedunut sHepreTrdeckoil eMKOCTH paliioHa OT
H®IT cocraBun 22% (537,0 [99,00; 761,00] kkan/cyt.), y aeteit ¢ HIT — 25,9% (687,0
[356,90;7 87,00] kkan/cyT.), IpH CpaBHECHUH 3HAUMMBIX pa3nnuuii He ObL10 (p=0,947).
Takum obOpazoM, aHaM3 (PaKTUYECKOTO PAMOHA MUTAHUS BBISIBUJ, YTO JCTH C
JUII, kak ¢ HapylIEeHUEM HYTPUTUBHOIO CTATyCa, TaK U 0€3 TAKOBOTO, IEMOHCTPUPYIOT
HEaJICKBAaTHBIA IO DHEPreTUUYECKOM EeMKOCTM M  HecOAJlaHCHUPOBAHHBIM 1O

MAaKpOHYTPHUEHTAM IHUIIEBOM PALlMOH.

3.2. OnleHKa aHTPONOMeETPUYECKUX NMoKa3aTeJieii nereii ¢ LTI

B 3AaBUCHUMOCTH OT 110JIa 1 HYTPUTHBHOI'O CTAaTyCa

[IpoBeneHHBI aHATU3 AHTPOIIOMETPUUYECKUX TMapaMETPOB MEXIY TpyIIaMu
JieTel BBISIBUJI, YTO MOKa3aresn pocta coctaBwiu 121,1+16,2 cm anst nereit 6e3 HII u
121,8+15,0 cm nost geteit ¢ HII, 6e3 3HaunMbIx paznuuuii (Tadu. 9). [lokazarenu Macchol
Tela y JIeTe ¢ HeIOCTaTOYHOCThIO muTaHus Obutn Huxe 20,50 [16,50;25,30] kr, mo
CpPaBHEHUIO C TMapaMeTpaMu JeTred u3 Tpynnsl 0e3 nedurura nutanus — 16,00
[13,00;18,00] kr (p<0,001). 3HadueHUsT KOKHO-)KUPOBOM CKJIAIKH HaJ TPHUIICTICOM, KaK
MOKa3aTelisi COCTOSHMS Tepudepuueckoro >KUpoBoro jaemno, y nerert 6e3 HII Obuin
OombINIe, YeM y JeTel u3 rpymnmbl ¢ TpodudeckuMm nedumurom (p<0,001). ITo Benuuune
z-score TKOKCT/Bo3pacT Takke IMOJTYYEHBI PA3IHUUAS MEXKIY TPYIIaMH CpPaBHCHHS
(p<0,001). Oxkpyxnocts 1eda (OII) sBasiercss cBoeoOpa3HbIM HMHTETPATbHBIM
MOKAa3aTeJIeM COCTOSIHUSI JKHUPOBBIX JEMO, TaK W MBIMIEYHONM MAacChl. 3HA4YCHUS
OKPYKHOCTH TIJIeda OBLTM MEHBIIIC Y ACTCH ¢ HyTPUTUBHBIM JIS(HUITUTOM TIPU CPABHCHHUH
(p<0,001). ITo moka3zaTent0 OKPYKHOCTH Oepa TakKe OTMEUEHBl CTATHCTHYCCKH

3HAYMMBIE pa3anuus Mexay rpynnamu aerei (p = 0,037).
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Tabmuma 9. Autponomerpudeckue nokasarenu aereid ¢ JIIIT B 3aBucumoctu
OT HAJIMYMSI/OTCYTCTBUSI HEIOCTATOUHOCTH MUTAHUS
Heru ¢ LI
[Tokazarenu p
¢ HIT (n=49) 6e3 HII (n= 40)
Macca Tena, (Kr) 16,0 [13,0; 18,1] 20,5 [16,5; 25,31] <0,001
Z-Score, Macca Tena -1,35[-1,75; -0,53] | 0,03 [-0,44; 0,41] <0,001
Pocr, (cMm) 121,8 + 15,0 121,1 +16,2 0,964
Z-SCore, pocT/BO3pacT 0,09 [-0,51; 0,97] 0,31 [-0,03; 0,94] 0,076
UMT, (xr/m?) 12,25 [12,0; 13,33] | 14,25 [13,24: 15,43] <0,001
z-score, UMT -3,0 [-3,0; -1,76] -0,46 [-0,75; 0,05] <0,001
TKXCT, (Mm) 10,49 £ 3,04 14,78 + 4,93 <0,001
z-score, TKOKCT 0,01 [-0,41; 0,35] 0,9 [0; 1,26] <0,001
OI1, (cm) 14,29+2,27 18,53+3,07 <0,001*
z-score, OII -4,36 [-6,14; -2,31] | -1,47 [-3,21; -0,53] <0,001
OB, (cm) 23,78+4,05 26,34 +£4,39 0,037*

IIprMedanue: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IMuUU
MEeXAy TpylnaMyd nauueHtoB no kputreputro U Manna-YutHu, * — mo t-xpurtepuro

CrtprOgeHTA.

J1J1s1 BBISIBIICHUS OTIIUYHMIA MEKIY MaTbYMKaMH U ICBOYKaMU ObLJI IPOBECH aHATIU3
BCEX MCCIIEyEMbIX aHTPOIIOMETPUYECKUX TMOKa3aTesled W WHIEKCOB BHYTPU KaKIOU
rpynnsl nanuentoB (tabdn. 10, 11). Tak, B rpymnme aereit ¢ LI 6e3 HemocTaTouHOCTH
MUTAHMS] TIOJIyYEeHbl CTAaTUCTHYECKH 3HAYUMBIC PA3IUYHUS TOJBKO MO WMHIEKCY Z-SCOre
TKXKCT/Bo3pact mexay Mampuukamu U jAeBoukamu (p=0,044). Ilo ocrtambHBIM
aHAIIM3UPYEMBIM TIOKA3aTeIsIM CTAaTHCTUYECKH 3HAUMMBIX pPa3jHudil 1O MOJIOBOMY
MPU3HAKY BHYTPH IPyNIbl HE oydeHo (Tadi. 10).

B rpynme nereit ¢ HEIOCTAaTOUHOCTHIO MHTAaHUS TOJYYEHBl AHAJIOTMYHBIC
CTaTUCTUYECKU 3HAYMMBIC PA3INUUs MKy MaTbYMKAMHU U JEBOYKAMH TI0 ITOKa3aTeIto
z-score TKOKCT/Bo3pact, kak u B rpymnne aerei 6e3 HII. ¥V manpunkoB nokaszarens z-

score TKXKCT/Bo3pact 0611 Oosbiiie, yem y neBouek (p=0,037) (tabxn. 11).
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Ta0muna 10. AHTponiomeTpuueckue  mnokazarenn — gered ¢ JIII
0€3 HeJIOCTATOYHOCTH MUTAHUS B 3aBUCUMOCTH OT I0J1a
Hetn ¢ JILIIT 6e3 HIT
[Toxazarenu p
Heoukn (N=18) Maubuuku (N=22)

Macca tena, (Kr) 20,5 [16,0; 25,53] 21,0 [17,0; 25,1] 0,968
Z-Score, macca Tena -0,04 [-0,66; 0,12] -0,05 [-0,43; 0,65] 0,465
Pocr, (cMm) 120,17 £ 14,87 121,82 £ 17,56 0,798
Z-score, poct/Bo3pact 0,19 [-0,03; 1,77] 0,61 [-0,19; 1,14] 0,476
UMT, (xr/m?) 14,85 [13,0; 16,5] 14,10 [13,5;15,1] 0,737
z-score, UMT -0,32 [-0,77; 0,05] -0,58 [-0,74; -0,32] 0,389
TKXKCT, (Mm) 15,00+5,37 14,63+4,75 0,850
z-score, TKOKCT 0,10 [0; 1,15] 1,05 [0,63; 1,52] 0,044
OI1, (cm) 21,00+5,20 17,92+2,23 0,365*
z-score, OII -1,43 [-3,37; -0,47] | -1,49[-3,14; -0,58] 0,893
OB, (cm) 25,80+4,15 26,54+4,63 0,924*

[Iprmeuanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IHMYHM

MEXAy TpylnaMyd nanueHtoB no kputeputro U Manna-YutHu, * — mo t-kpurepuro

CTthr0/ICHTA.

Tabmuua 11.  Adtponomerpuueckue  mokaszarenu  gererr ¢ JILII
Y HEJIOCTATOYHOCTBIO MUTAHUS B 3aBUCUMOCTH OT M0JIa
Hetn ¢ JALIIT ¢ HIT
[Tokazarenn P
Hesouku (N=20) Manpunku (N=29)
Macca Tena, (kr) 14,5[12,1; 17,51] 16,8 [13,0; 20,1] 0,206
Z-score, Macca Tena -1,28 [-2,05; -0,45] | -1,41[-1,65;-0,52] 0,746
Pocr, (cm) 117,63+12,79 124, 66+16,03 0,189
Z-score, poct/Bo3pact 0,05 [-0,46; 0,67] 0,13 [-0,52; 0,67] 0,964
UMT, (xr/m?) 11,07 [10,1;11,95] 11,1 [10,2; 12,0] 0,729
z-score, UMT -3,0 [-3,0; -1,77] -3,0 [-3,0; -1,43] 0,950




70

Hern ¢ ALII ¢ HIT
[Tokazarenu p
Heoukn (N=20) Maubuuku (N=29)
TKXCT, (Mm) 10,47+3,54 10,50+2,50 0,832
z-score, TKOKCT -0,23 [-0,83; 0,32] -0,0 [0; 0,41] 0,037
OI1, (cm) 14,25+1,50 14,34+2,58 0,943*
z-score, OI1 -4,08 [-6,52; -1,56] | - 4,36 [-6,14; -3,40] 0,567
OB, (cm) 24,70+3,89 26,24+4,16 0,334*

IIpumedanue: N — KOIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IM4Mi
MEXAy TpylaMd MauueHtoB no kpureputro U Manna-YutHu, * — mo t-xpurepuro

CTthr0/ICHTA.

O0600u1ast OJyYEHHBIE PE3YJIbTATHl aHAIN3a AaHTPONOMETPUUYECKHUX MOKa3aTesen
Y UHJIEKCOB, MOXHO CJI€NaTh BBIBOJ, 4TO AeTH ¢ HII o)kngaeMo 1eMOHCTPUPYIOT XyALIue
napaMeTpbl (U3MYECKOr0 pa3BUTHUA 1O cpaBHEeHUIO ¢ AeThMu 0e3 HII. Ilpu cpaBHeHuun
UCCIIEyEMBIX TTOKA3aTeIe aHTPOIIOMETPUH MEXKY MaJIbUMKaMH U JICBOYKAMH BHYTpPH
KQKJI0M TPYNIbl HE MOJTYYEHO 3HAYUMBIX OTIUYHMMN MO OOJBIIMHCTBY aHAIU3UPYEMbBIX
napameTpoB, 3a UCKIoueHneM BenuunHbl Z-score TKOKCT/Bo3pact B o0eux rpymmax
cpaBHeHUs. M3BecTHO, yTO Ha Mokasarenu kanurnepomerpuu y pedenka ¢ JIIIT moryT
BJIUSITh HECUMMETPUYHOCTh PA3BUTHUSL CKEJIETHOM MYCKYJIaTypbl, BBIHYXICHHAs 1034,
nepepacnpeesieHue xupa B opranuzme [79, 127, 227]. [lonydeHHbIE B paboTe pa3inyus
no BemumumHe z-score  TKOKCT/Bo3pact 1o 1oy  BO3MOXKHO  OOBSICHUTH
BBIIIENIEPEUUCIIEHHBIMU 0cOOeHHOCTsIMU nieTet ¢ JILIIT.

ITo mepe HapacTaHUs TSXKECTU HEAOCTATOYHOCTU MHUTAHUS MCTOIIAKOTCS 3aIachl
YKUPOBOT'0 M MBILIEYHOI'O JIETIO0 B OPraHU3MeE, IMPOrPECCUBHO YMEHBIIAETCA Macca Tena,
CHUYKAETCSI CKOPOCTh pocTa. [y ompesaeneHus: paznuyuid B GU3NUECKOM Pa3BUTHH Y
neteit ¢ JILIIT Obu1 mpoBeieH aHAIM3 aHTPOTIOMETPUUIECKUX MTOKa3aTeseH B TPyIITe neTen
C HEJOCTAaTOYHOCTHIO MHTAHUS B 3aBUCUMOCTH OT CTENEHU TSIKECTH OEIKOBO-

sHepreTuyeckoro aedpunura (tadim. 12).
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Tabmumna 12. AatporioMmerpuueckue mokazarenu aererd ¢ LI B 3aBucumoctu

OT CTCIICHU HEJOCTATOYHOCTHU NUTAHUS

HenoctaTo4yHOCTh IUTAHUS

Ilokasatenn 1 cremneHp 2 CTEIEHD 3 CreneHb P12 P13 p 23

(n=12) (n=8) (n=29)
Macca 16,0 17,1 15,2
rena(kr) [14,53; 41,0] | [14.5; 205] | [12,01:23,02] | %078 | 0.158 10,526
PocT (cm) 122,08+19,2 | 120,85+9,0 | 121,93+14,9 | 0,624 | 0,832 | 0,986
UMT 12,25 11,55 10,34
(kr/2) [12.1:13,31] | [11,17:11,9] | [9.2; 11,33] | 9012 | <0.00110,042
TKXKCT
(vn1) 11,31 +4,12 |10,53+2,88| 10,13 +2,75 | 0,900 | 0,550 | 0,796
OB (cm) 27,03+3,32 21,75+2,63 | 23,33+4,13 | 0,096 | 0,130 | 0,484
OII (cm) 14,54+0,71 14,04+1.41 | 14,32+2,67 | 0,667 | 0,758 | 0,606

IIprMedanue: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IMuUU
MEXIy IrpyIIaMy nauueHToB no kpurepuo U ManHa-YuTHu.

B pesynbrare CpaBHHUTENIBHOIO  aHaJIM3a  ONpPENECICHbl  3aKOHOMEpPHbIE
CTaTUCTUYECKM 3HAYUMBbIE pa3inuus no mnokasaremo HMMT mexay noarpynmnammu.
3Ha4YeHHsI MacChl TejJa CHIKAJIUCH C HAapaCTaHUEM CTENEHU TSKECTU HYTPUTHUBHOIO
nedumUTa, HO paziuuus MEXIy MOATpYyNIaMH HOCHJIM XapaKTep CTaTUCTHUUECKU He
3HaunMoi TenaeHuu. 3HadeHus: TKOKCT cHmxanuch nmo mepe HapactaHus Aeduuura
NUTaHMs, HO HE pa3nyaiuch Mexay coooi. [1o mokazarensm pocTa, OKpy>KHOCTH IuIeya,
OKPYXXHOCTH Oellpa MeXAy MOArPYNIaMH JETed CTAaTUCTUYECKHX pa3juduili He

OTIpEIETIEHO.

3.3. CpaBHUTe/IbHBIII AHAJN3 AHTPONOMETPUYECKHX IOKa3aTeJieil aerei
¢ ILII B 3aBMcMMOCTH OT YPOBHH JIBHraTe/bHbIX Hapylienuii no mkaine GMFCS

U OLICHKH HABBIKA nuTanus no mkajge EDACS

[To maHHBIM JIUTEPATYPHI, IUTOXOH POCT U MUTAHUE YaIlle TEMOHCTPUPYIOT JIETH C
JUIT ¢ TsoxensIMu ABMraTedbHBIMU HapymieHusmu o mkaie GMFCS [117]. s

IIPOBEJCHNSI CPABHUTEIBHON XapaKTEPUCTHUKHA AHTPONOMETPUYECKHUX IIOKa3aTenen y
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nereii ¢ JILII, B 3aBucumoctu ot ypoBHss GMFCS, xaxxnas rpyrmma Obliia pa3jeieHa Ha
nse noarpymisl: nepsast — aetu ¢ JJUIT ¢ yposuem -1l mo mkane GMFCS ¢ nerkumu

MOTOPHBIMH OI'PaHUYCHUIMU, BTOPasA — JIMA C TSXKCIbIMA MOTOPHBIMH OIPaHUYCHUSIMHU,

GMFCS IV-V (ta6m. 13, 14).

Ta0muna 13. AHTponiomeTpuueckue  mnokazarenu  gered ¢ JIII

0€e3 HeJI0OCTATOYHOCTHU ITUTAaHUA B 3aBUCUMOCTHU OT olieHKH 110 1mKajie GMFCS

Hetu ¢ LT 6e3 HIT/GMFCS
[Toxkazarenu p
I-111 (n=7) IV-V (n=33)
Macca Tena, (Kr) 23,15 [14,9; 52,01] 20,52 [17,0; 35,1] 0,719
Z-score, Macca Teja 0,04 [-0, 53; 0,38] -0,03 [-0,43; 0,44] 0,659
Pocr, (cm) 117,83+24,33 117,63+12,79 0,557
Z-SCOre, pocT/BO3pacT 0,25 [0,03; 0,73] 0,31 [-0,18; 0,95] 0,917
WMT, (xr/m?) 14,40 [13,70; 21,60] | 14,25[13,20; 17,80] 0,425
z-score, UMT 0,24 [-0,71; 0,95] -0,52 [-0,75; -0,09] 0,276
TKXKCT, (Mmm) 17,8+8,21 14,224+4,13 0,389
z-score, TKOKCT 1,53 [0,05; 2,02] 0,78 [0,00; 1,74] 0,100
OII, (cm) 16,50+2,12 18,85+3,13 0,381
z-score, OI1 -1,11 [-1,30; 0,71] -1,58 [-3,28; 1,88] 0,389
OB, (cm) 29,33+£2,52 25,73+4,50 0,164

[Ipumeuanue: N — KOJIUMYECTBO NMALMEHTOB, P — YPOBEHb 3HAYMMOCTH P34

MEXIy TpyIaMu ManueHToB mo kputepuro U Manna-YutHu.

[Ipu pacnpeneneHun neTell MO YPOBHIO JBUTATEIBHBIX HAPYIICHUNW B 00EHX
rpyImmax npeodsagaiy MarueHThl ¢ TSHKEIBIMA MOTOPHBIMUA OTPAHUYCHUSIMU TI0 TTKAJIC
GMFCS IV-V yposens, B rpyme 0e3 HIT— 82,5% (n=33) nereii, B rpymme ¢ HIT - 83,6%
(n =41) cootBercTBeHHO. [TpK CpaBHUTEIHLHOM aHAIU3E MMOKA3aTe/IeH aHTPOIIOMETPUH Y
nererr ¢ JIIT 6e3 HII cpeanue 3nauenus maccol tenna, UMT, TKXKCT, okpyxHOCTH
6enpa Obumn HUXKE y neteit ¢ GMFCS V-V, Ho cTaTuCTHYECKH 3HAYUMO HE Pa3IndaiInuch

B BbIICNICHHBIX oArpynmnax (tabin. 13). ¥ nereit ¢ LI u HII cpennue 3Hauenus maccol
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tena, pocta, TKXKCT, okpyxxHoctu eda Obutn Huke y aereid ¢ GMFCS V-V, uem y
nereii ¢ ypopHeM GMFCS I-lll, Ho pasnuuusa Obut He3HauyMMbl. CTaTHCTHYECKH
3HAYMMBbIE pazinuus noiaydensl o nokazareno UMT (p=0,037), TKXKCT (p=0,029) u
okpyxHOCTH O6enpa (p=0,008) Mexay moarpymnmnamu cpaBHeHus y aereit ¢ HII, B ormuane
ot neteir 6e3 HII (Tabn. 14). B paGore Sung K. et al (2017) monay4yeHsl aHATIOTHYHBIC

pesynbratel, getu ¢ HAIII m GMFCS IV-V wumenu Oonee HU3KHE TTOKa3aTeIH

busznyeckoro pasButus, yem aetu ¢ yposaeM GMFCS I-111 [118].
Tabmuua  14.  AHTpomomerpuyeckue  mokaszarenu — jgered ¢ JILII
1 HEIOCTATOYHOCTBIO MUTAHUSA B 3aBUCUMOCTH OT O1ieHKH 110 1kaire GMFCS
Hetu ¢ JJLIT ¢ HI/GMFCS
[Tokazaremu |y
I-111 (n=7) IV-V (n=41)
Macca Tena, (Kr) 16,9 [15,83; 41,02] 15,0 [ 12,1; 23,0] 0,203
Z-Score, Macca Teja -0,92[-1,88; -0,77] | -1,41[-1, 65; -0,45] 0,797
Pocr, (cm) 127,01 +£ 18,0 120,77 + 14,5 0,401
z-score, poct / Bo3pact 0,67 [-0,71; 0,73] 0,03 [-0,51; 0,63] 0,668
WUMT, (xr / m?) 11,9 [11,43; 14,73] 10,9 [10,0; 12,63] 0,037
z-score, UMT -1,88 [-3,03; -1,75] -2,60 [-3,0; -1,65] 0,560
TKXCT, (Mm) 13,45+4,73 10,1£3,04 0,029
z-score, TKOKCT 0,17 [0; 1,96] 0[-0,70; 1,93] 0,143
OI1, (cm) 14,67+2,08 14,18+2,40 0,885
z-score, OI1 -3,66 [-6,91; 0,40] -3,0 [-3,01; -1,56] 0,827
OB, (cm) 28,50 £2,52 22,96 + 3,71 0,008

[Iprumeuyanne: N — KOJIMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IUIUN

MEXIy IrpyInaMy nauueHToB no kpurepuo U Manna-YuTtHu.

Pacnipenenenne pereM B Ipymmax II0CiA€ OLEHKM CTEIIEHM HapyILICHHUU
addexkTuBHOCTH U Oe3omacHOCTM HaBblka mnuTaHus 1o 1mkame EDACS 6sbuio
HepaBHOMepHBIM. [laruenTsr ¢ nerkumu Hapymenussmu EDACS I-1l cocraBumu 25,7%

(n=10) B rpynme 6e3 HIT u 18,3% (n=9) B rpymre AeTeii ¢ HEAOCTATOYHOCTHIO MUTAHHMS.
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[TanmenToB, otHocsamuxcs no cucreMe EDACS k Il ypoBHIO, Koria peOeHKy yike
HeoOXoaMMa omnpenesieHHass KOHCUCTEHIUS MUY U MOMOIIb YXaKUBAIOUIUX JIUI], HO
enie He TpeOyeTcs aJbTePHATUBHBIN CIIOCO0 KOPMIICHHUS, OBIIIO OOJIBINE B TPYIIIE AETEH
0e3 medunurta nutanus — 41% (N=16), yuem B TpymIe ¢ HEAOCTATOYHOCTHIO MUTAHUSA —
24,5% (n=12). JleTe#t ¢ TSHKEIBIM HapyIICHHEM HaBbIKa 0e30macHOro M 3()h(GEeKTHBHOTO
npuema nuiiy, EDACS V-V, 3HaunTenbro 6oibiie B rpymmne aereii ¢ HIT —57% (n=27),
yem B rpymie aereii 6e3 HIT — 33,3% (n=13). [Ipu cpaBHEHUH TPYIIII I10 pACIPEICTICHUIO
nereit mo knaccupukanun EDACS monmydeHbl CTaTUCTHYECKH 3HAYMMBIE DPA3IAYUS
(p=0,030). JIoru4HO NPEOI0KUTh, YTO JAETH C TSXKEJION CTENEHBIO HAPYIIICHUN HaBbIKa
nutanus, EDACS IV-V, umeror 0Ooiee BBICOKHE PHUCKA Pa3BUTHS HYTPUTHBHOTO
nedunura, yem narueHTsl ¢ EDACS I-111.

[Ipu orieHKEe aHTPONMOMETPUUYECKUX IMOKA3aTesIe B TpyIIe JeTed, He UMEIOIINX
HII, MmoXHO OTMETHTD, YTO 3HaueHUs pocTa y Aereid ¢ EDACS V-V Obin HIDKE, 9eM y
nereri ¢ EDACS I-111 (p=0,018) (Taba. 15). [Tokazatens macchl Tena y nereit ¢ EDACS
I-111 6611 Gosbiie 1 coctaBmia 24,3+9,2 Kr, TPy CPaBHEHHUH C TIOKA3aTEJIEM MacChl Teja y
nereit ¢ EDACS IV-V — 184+44,9 xr, paznmuuus ObUIM CTAaTUCTUYCCKA 3HAYMMBI
(p=0,028). Ilo BenmumHE Z-SCOr€ Macchl TeJa/BO3PACT ITOJIYUYCHBl CTAaTHCTHYECCKU
3HAYMMBbIE paziuuusg Mexay noarpymnmnamu gerei (p=0,020). ITo nokazaremo UMT u
z- score  MIMT/Bo3pacT moArpynmbsl 3aKOHOMEPHO He paznuuanuchk. l[lokazarenu
OKpY>HOCTH Oenpa B rpymmne aeteit ¢ onenkoid EDACS V-V Obimu MeHbllIe, ueM y neTei

c 0oJee JIETKUMH HapylIEHUsIMU HaBbika utanus (p=0,044).

Tabmuma  15.  AuTpomomerpudeckue  mnokaszarenu — gered ¢ JIII

0e3 HeI0OCTAaTOYHOCTHU IIMTAaHUS B 3aBUCUMOCTHU OT oLieHKH 110 1Kkajie EDACS

Hetu ¢ ALII 6e3 HIT (n=40) / EDACS
[Tokazarenu p
I-111 (n=26) IV-V (n=14)
Macca Tena, (Kr) 23,2 [18,01; 40,03] 17.5[13,9; 26.01] 0,028
Z-score, macca Tena 0.03 [-0,39; 0,64] -0,04 [-0,81; 0, 31] 0,020
Pocr, (cm) 125,1 £ 16, 2 113,6 £ 13,75 0,018
z-score, poct / Bo3pact 0,42 [-0,03; 1,17] 0,17 [-0,14;0,65] 0,230
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Hetu ¢ LI 6e3 HIT (n=40) / EDACS
ITokazarenu |y
I-111 (n=26) V-V (n=14)
UMT, (xr / m?) 14,53 [13,51;18,73] | 13,70 [13,0; 19,63] 0,250
z-score, UMT -0,44 [-0,71; -0,05] -0,65 [-0,88; 0,03] 0,754
TKXKCT, (Mm) 15,0+4,01 15,0 £ 6,03 0,984
z-score, TKOKCT 0,71 [0; 1,63] 1,02 [0; 2,52] 0,680
OlI1, (cm) 19,78+3,23 16,67+1,63 0,065
z-score, OI1 -1,38 [-3,12; 1,32] -2,02 [-3,89; 3,42] 0,508
OBb, (cm) 28,30 + 3,30 23,88 £4,52 0,044

[Ipumeuanne: N — KOMUYECTBO MAIMEHTOB, p — YPOBEHb 3HAUMMOCTH Pa3Indui

MEX Ty TPyIaMy ManueHToB 1o kputepuro U Manna-YuTHu.

Takum oOpaszom, y maruentoB ¢ JIIIIT 6e3 HII npu cpaBHeHuu monrpytr, B
3aBUCUMOCTH OT CTENIECHU TsHKECTH HapylieHui HaBbika nuTanus mo EDACS, otmeuensl
CTATUCTUYECKHU 3HAYMMBIE Pa3JIMuusl TaKUX TMOKa3aTesel, Kak pocT, Macca Tefa, Z-SCore
MaccChl Teya/Bo3pacT, OKpyx HocTh Oenmpa y nereii ¢ EDACS 1V-V no cpaBHeHHIO €
netbmu ¢ EDACS I-111 (p=0,018, p=0,028, p=0,020, p=0,044 cOOTBETCTBEHHO).

OueHnBas aHTPOIIOMETPUUYECKHUE MTOKAa3aTeNu U UHAEKCHI B rpymie nereit ¢ JJUII,
uMmeromux HII, ompeneneHsl CTaTUCTUYECKA 3HAYMMBIE pa3liduvs IO Z-SCOre
NMT/Bo3pact, 4TO MOKHO OOBSICHUTh HAJIMYUEM B JAHHOW Ipynme JeTel ¢ pa3iniHON
CTENIEHBIO HEI0CTaTOYHOCTH nuTanus (Tabi. 16). Ilo Benuuune z-score TKIKCT/Bo3pact
NOATPYIIIBI IETEH 3HAUYMMO pa3Myajuch MPU CPaBHEHHUH, MPU STOM IO TMOKA3ATEIIO

TKXXCT ne ormedeno paznuuuil. [lokazatenb oKpyHOCTH Oeqipa ObLT HUKE Y JAETeH ¢

EDACS IV-V (p=0,031).
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Ta0onmuna 16. AHTponiomeTpuueckue  mnokazarenn — gered ¢ JIII
C HEIOCTaTOYHOCTBIO MUTAHUS B 3aBUCUMOCTHU OT olleHkH 1o mkaine EDACS
Heru ¢ LTI ¢ HIT (n = 49) /JEDACS
[Tokazarenu |y
I-111 (n=26) V-V (n=23)
Macca Tena, (Kr) 16,0 [14,01; 25,02] 15,5[12,5; 27,03] 0,543
Z-score, macca Tena -1,56 [-1,88; -0,72] -1,28 [-1,65; -0,49] 0,474
Pocr, (cMm) 123,5+£16,93 120,5+13,71 0,578
Z-SCore, pocT/BO3pacT 0,13 [-0,42; 0,39] -0.05 [-0,52; 0,73] 0,841
HUMT, (xr / m?) 11,30 [10,7; 12,8] 10,95 [9,24; 14,01] 0,298
z-score, UMT -3,0 [-3,01; -3,03] -2,41 [- 3,0; -1,47] 0,042
TKXKCT, (Mm) 11,043, 01 10,0+3,03 0,117
z-score, TKOKCT 0,29 [0; 0,7] -0,04 [-0,81; 1,0] 0,033
OI1, (cm) 15,29+1,50 13,294+2,56 0,100
z-score, OI1 -3,72 [-4,76; -0,40] -4,76 [-8,23; -1,01] 0,074
OB, (cm) 25,67+£3,65 22,27+3,81 0,031

HpHMe‘laHPICI N — KOJINYCCTBO IMAIIMCHTOB, P — YPOBCHb 3HAYHMMOCTHU paSJII/IIII/Iﬁ

MEXKly TpyIIaMu narueHToB 1o kpurepuro U Manna-YuTHu.

AHaIM3Upys pe3yabTaThl CPABHEHUSI AHTPOIIOMETPUUYECKUX TTOKa3aTeIel y aeren

¢ JALII B rpynmax, MO)KHO OTMETUTh, uTo AeTH c¢ oneHkoir EDACS IV-V, eme He
UMEIOIINE UarHo3a HeJIOCTaTOYHOCTH MUTAHUS, IEMOHCTPUPYIOT XYIINE apaMeTphl
dbusnueckoro pazputus 1no cpapuenuto ¢ Aetbmu ¢ EDACS I-111. B nacrosmieit pabote
YCTaHOBJICHO, 4TO oOlleHKa HaBbika muTanus IV-V ypoernr mo EDACS mnoBbimmaer

BEPOSITHOCTHh (POPMUPOBAHUS HEAOCTATOUHOCTH TUTaHus y pedenka ¢ LI B 2,5 paza

(OR=2,476 (95% JIV 1,046; 5,861, p=0,039).

3.4. JlabopaTopHbIe MOKAa3aTeJ M HyTPUTUBHOIO cratyca aereid ¢ LT

VY Bcex geren ¢ LI, BKIIFOUEHHBIX B UCCIIEAOBAHUE, N3YUYECHBI T€MaTOJIOTUYECKUE
MoKa3zaTeld OOIIero aHajdu3a KPOBH, JIA0OpAaTOpPHBICE MapKepbl OETKOBOTO OOMEHa

(oOmwmit Oenok, anmbOymMuH, TpaHcPeppuH), WHCYJIMHOMOAOOHBIN (dakTop pocta — 1
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(UDP-1) u ypoBenb kampiuauoia (25(0OH)D) B CHIBOPOTKE KpOBHU. Pe3yibraThl
CPAaBHUTEJIHLHOTO aHaIM3a JIa0OPATOPHBIX MOKa3aTele 00Iero aHanu3a KpoBH y JeTei

c JIIII mpencraBnens B Ta0m. 17.

Ta6muma 17. CpaBHUTEIbHAS OLICHKA TTOKa3aTesIeit 00I1Iero aHaiu3a KpOBH y JeTei

¢ JALIT B 3aBHCUMOCTH OT XapakTepa HyTpUTUBHOTO cTtatyca, M+SD

oo | AT Ao oI P |
I'emorno0us, r/i 128,38+16,02 | 119,57+17,38 115,0-145,0 0,124*
DpurporuTsl, 1012/ 4,74+0,50 4,61+0,80 3,50-5,50 0,577
I'ematoxput, % 38,41+3,81 36,9244,84 33,0-45,0 0,317*
MCV, dn 81,38+6,48 81,37+11,00 72,0-100,0 0,999*
RDW-CV, % 13,91+1,48 15,0+2,05 12,0-15,0 0,083
MCH, nr 27,194£2,85 26,37+4,02 26,0-35,0 0,492
MCHC,r/n 333,69+15,90 | 323,52+16,76 300-380 0,070*
Tpom6GoumTel, 10%1 | 300,81+89,46 | 290,57+127,54 150-400 0,786
JeitkounTsl, 10%/1 7,29+2.48 6,75+2,03 4,00-8,80 0,470*
Heiirpodunsl, 1091 3,2142.01 2,67+1,18 1,80-7,70 0,314*
Jlumdormrsr, 10%/1 3,18+1,12 3,04+1,22 1,20-3,50 0,720*
Momnorutsl, 10%/7 0,65+0,22 0,66+0,28 0,10-1,00 0,946
Dosunoduisl, 10%/n 0,21+0,04 0,32+0,10 0,000-0,200 0,298
Baszoduisr, 1091 0,04+0,02 0,03+0,03 0,000-2,500 0,644
Hetitpodunst, % 42,19+12.44 39,54+13,54 41,00-60,00 0,543
JImmdorutsr, % 45,24+11,22 44,98+11,55 30,00-46,00 0,945
MosormTsl, % 9,44+2,86 10,15+2,74 4.00-12,00 0,449
Do3uHobuiel, % 2,59+1,56 4,76+3,66 1,000-5,000 0,146
bazodwuisr, % 0,54+0,35 0,48+0,36 0,000-2,500 0,604
COD mwm/gac 7,44+5,09 8,14£5,26 2-12 0,684

[Ipumeuanue: N — KOJMYECTBO MAIMEHTOB, * — peepeHCHble 3HAUCHUS IS
JeTckor monyysinuu [37], p— YPOBEHb 3HAUYMMOCTH Pa3IMuUMid MEXAY TpyNIIaMH

naiueHToB 1o kpureputo U Manna-Yurtau, * — no t-xpurepuro CThio/IeHTA.
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[IpoBeneHHBI aHANM3 BBISIBUJI, YTO CPEJHHME 3HAUYEHMSI YPOBHS TeMOIJIoOMHa
ObLIIM HECKOJIbKO HUXke y aere ¢ HII, Ho moka3aTenu KaXKaoro naiueHTa He BBIXOIUIIH
3a TpeeIbl Auana3ona HopMbl. Dputponurtapusie naaekcsl (MCV, RDW-CV, MCH),
XapakTepusyromnpe Mop(GOJOrHi0 APUTPOIUTOB, COOTBETCTBOBAIU pedepeHCHOMY
nuanaszony y Bcex aeteit ¢ JIIII. Mamekc MCH, cBUAETENhCTBYIONINI O HACBHIIICHUN
APUTPOIUTA TEMOTIIOOMHOM, CTPEMUJICA K HIKHEN rpanuile pedepenca y aereit ¢ HII,
YTO KOCBEHHO MOXET CBHUCTENIbCTBOBATH O (popMmMupymomemcs ae@uimre keie3a B
opranu3me pebenka. Takum oOpa3oM, Ha MOMEHT HCCIEIOBAHUA BCE OCHOBHBIC
remarosiornyeckue nokaszarenu y nereil ¢ JLII Oe3 HETOCTaATOUHOCTH MHUTAHUSA U C
TAaKOBOM HAXOJAWJINCH B TPEJIEIax HOPMAIbHBIX 3HAYEHUN U CTATUCTUYECKU 3HAUNMO HE
pa3Iryaiich MPU CPAaBHEHUU TPYIIIL.

BrinonHen ananu3 J1abopaTopHBIX TOKazarened OenkoBoro odOmena, NDOP-1,
abcomotHoro uyucia JuMm@ouutoB (AYUJI) M ypoBHS KampuuauoNa y JeTed C

HCIOCTATOYHOCTBIO ITMTAHHA C PA3ACIICHUCM Ha IIOATPYVYIIIIBI B 3aBUCHMMOCTH OT YPOBHA

OenKkoBo-3HEpreTuyeckoro nedunura (tabdim. 18).

Tabmuna 18. CpaBHuTenbHash XapaKTepUCTHUKA JAaOOPATOPHBIX TMOKa3aTesen

y nereit ¢ JILIT B 3aBUCUMOCTH OT CTENEHU HeaocTaTrouHoCcTH nutanus, Me [Q1; Q3]

JleTr ¢ HEOCTATOYHOCTHIO uTaHus (N=49)
Toxazarenm # 1 crenens 2 cTeneHb 3 crenenp |P1-2|pl-3|p2-3
n=12 n=8 n=29
OOmuii O€eNoK, 70,15 70,30 70,50
r/n (60-80 r/m) | [63,05; 83,20] | [64,85; 79,90] | [64.90; 75,60] | 70 | 0,621 10957
AnbOyMUH, T/71 42,60 42,70 41,70
(38-54 /) [17,50; 52,60] | [40,90; 46,50] | [40,00; 49,10] | ©910|0:9811 0,625
TpancdeppuH, 3,37 3,40 2,59
n (2,0-3.60) | [2,93:4,09] | [2.80;423] | [2.28;432] |094]0139]0.126
AYJT, 10%9/x 3,08 2,82 3,40
(1,20-3,50) [2,31:470] | [2.44:570] | [2.30;6,10] |%81%]0:37210649
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JleTH ¢ HEOCTATOYHOCTHIO TuTaHus (N=49)

Ilokasarenu # 1 creneHb 2 CTEIEHb 3 cTeneHb pl2|{pl3|p23
n=12 n=8 n=29
NDP-1, ar/mn 82,25 44.00 122,98

(49-327 ur/mn)  |[45,00;238,00]|[39,10;293,00] | [72,20:412,00] | *264 | 0-126/0.152

25(0OH)D, Hr/ma 15,06 6,8 12,12

(30-100 rriwm) | [6,62;28,00] | [3,00:10,90] | [5.4;24,00] |27 01710455

[Ipumeuanue: N — KOJMYECTBO MALIMEHTOB, # — B CKOOKax MHpPECTABIICHBI
pedepeHcHbIe 3HAYCHUS MOKa3aTeNel Juid AeTed, P — YPOBEHb 3HAUMMOCTH Pa3Inyuit

MCIKAY I'pyHIIaMH IIAaTUCHTOB I1I0 KPUTCPHUIO U Manna-YurHu.

[Ipu ananu3ze uccieayeMbix 1a00paTOPHBIX Mokazarenel y nerei u3 rpynmsi ¢ HIT
MOXHO OTMETUTh, 4YTO MEIHMAHHBIE 3HAYECHHUS] YPOBHSA 0O1ero Oenka MexIy
BBIJICJICHHBIMU TIOATPYNIIAMU IIPAKTUYECKM HAXOJWJIMUCh HAa OJHOM YPOBHE M HE
BBIXOAWJIM 3a Tmpeaensl  pedepeHcHoro auama3zoHa. Ilokaszatenu anbOyMuHa,
TpaHceppuHa ObUIM HECKOJIbKO HUXke y aetedt B moarpynme ¢ HII 3 cremenu, HO
3HAYMMO HE OTIIMYAINCh OT nokaszarenei nereid ¢ HIT 1 crenenu u 2 crenenu. YpoBeHb
aOCOJIIOTHOTO YHMCia JUM(OLUTOB HAXOAUJICS B mpeaenax pedepeHCHbIX 3HAYEHUH BO
BCEX AHAJIM3UPYEMBIX IMOATrPYIIAax, B TOM YHUCIE Yy JETeu C Tskeynou creneHbto HII.
3nauenust UOP-1 y aereit ¢ HII 2 ctenenu Obn HIKE TIO CPAaBHEHUIO C AETHMHU C JIETKOM
u Tsokenoi crenenpto HII, HO pasnmuuus Obuim He 3HauuMbl. [lokaszarenu ypoBHs
KaJIBIIUINO0JIA B CHIBOPOTKE KPOBU CBUETEIHCTBOBANH O neduiute BuTamuHa D Bo Bcex
BBIJICJICHHBIX — moArpynmax. Ilpu  »sToM  Hambosiee  BBIpaKEHHBIM  JePUIUT
JEMOHCTpUpoBanu neth ¢ ymepeHHod HII, HO 3HaUMMBIX paznmuuuid  MeEXAy
MOATPYIIIaMH HE BBISIBJICHO.

Takum o0pa3om, Mpu OLEHKE Ja0OPATOPHBIX MOKa3zaresied OelIKOBOro oOMeHa,
N®P-1, AYJI, ypoBHS KaIbLIUINOJIA MEXKAY OArPYyIIIAMU €TEN C pa3IMYHON CTETIEHbIO
HEJIOCTATOYHOCTH IMHUTAHUSI HE TMOJYYEHO CTAaTUCTHYECKH 3HAYUMBIX Pa3Iuduu.
Pe3ynbTaThl IPOBEAEHHOTO aHAIN3a C OTCYTCTBUEM CTaTUCTUYECKU 3HAYMMBIX Pa3JInuni
M3Yy4aeMBbIX JIA0OPATOPHBIX MOKa3aTener Mexay noarpymmamu aeteit ¢ HIT pasmuunoit

CTCIICHU II03BOJIMJIN O6’[>CJII/IHI/ITB HX B OJHY TIpYyIIly )IGTCI\/'I C HCOOCTAaTOYHOCTBIO
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nuTaHust. C 1eNbl0 BBISBICHUS PA3JIMYUI 110 UCCIIEyEMbIM IOKa3aTeNsAM — OEJIKOBBIN
oomen, UDOP-1, AUJI, ypoBeHb KalbliH10J1a B CBIBOPOTKE KPpOBU — My aeTbmu ¢ HIT
1 0€3 TaKOBOM MPOBEJIEH CPaBHUTENbHBIA aHanu3 (Taodi. 19).

3HaueHus Mokasaresneil oOuiero Oenka M anpOyMuHa B 00eux rpynmnax Jereil ¢
JIII Obun B mpenenax HOPMATUBHOIO AWAna3oHa U CTaTUCTHYECKH HE pa3IMyaincCh
Mmexay coboi. Ilokazatenu TpaHcdepprHa — KOPOTKOKMBYILETOo Oenka, HambOosee
YyBCTBUTEIBHO PEArMPYIOLIEr0 Ha HYTPUTHBHBIA NE(PUUUT, HAXOIWINCh B Mpejenax
pedepeHCHBIX 3HAYeHUI B 00EUX TpyMmax JeTei, HO BCe ke ObLIM HECKOJBKO BBIIIE Y

JeTeH U3 I'PYIIIIBI 0e3 HCOOCTAaTOYHOCTH ITUTAaHUA.

Tabmuma 19. CpaBHuTenbHas XapaKTEpUCTHKA JaOOpATOPHBIX IOKa3aTelen

y neteii ¢ JIL{IT B 3aBUCHMMOCTH OT olieHKH cTaryca nuTtanus, Me [Q1; Q3]

[Tokazarenu Pedepencrnre Aert o AT
3HAYEHHS 6e3 HIT n=40 ¢ HIT n=49 P
8211;1““ 0en0K, | 600-80,0 1/ | 70,90 [68,0; 74,3] 67 [t o | 0470
AmSywn, (i) | 350-5201/n | 4570 [4L8:488) | [y ;‘g’_’a% 2o | 0760
(Tr }’Jf)Hc‘bepp“H’ 2,00-3,60 r/n | 3,18[2,67;3,37] » 4%’_8?‘} 77 | 0870
AYJT, (10x9/7) 1’128;3’/? 2,97 [2,51; 4,13] o 2‘?’3’_02 34 | 0620
116,0 91,95
N®P-1, (ar/mn) 49-327 ur/mn [93.10; 238,0] [51,75: 158,0] 0,220
25(0H)D, ] 18,15 .
HI'/MJ ,00; 19,
(/o) 30-100 ar/mi [9,68; 19,57] 9,52 [4,8; 17,49] | 0,030

[IprMeuanue: N — KOJUYECTBO MALMEHTOB, P — YPOBEHb 3HAYUMOCTHU Pa3IMYHAN

MEK]ly TpyIIaMH nanueHToB 1o kpurepuro U ManHa-YuTHH.

AOGCOIFOTHOE KOTMYECTBO JIMMQOIIMTOB OTPA’KAET COCTOSTHUE MMMYHHOTO CTaTyca
MalKMeHTa U CHUKAETCA MPU BbIPAXKEHHOW HEJIOCTATOYHOCTH nuTaHus. 3HaueHust AYJI B
o0eux rpyriax ObLIU COMOCTaBUMBI, HAXOAWINCH B peepeHCHOM TUarna3oHe U 3HAYUMO
He ornuyanuch. [lokazaremu UDP-1 Opimn B mpenenax pedepeHca B 00eux rpyrmimax

nereid. B rpymnme nerei ¢ HyTpUTUBHBIM JePUIIMTOM IOKa3aTelnd ObLIM HUXE, YEM B
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rpynmne 0e3 HeJOCTaTOYHOCTH MHUTAaHMs, HO 3HAYMMbIX pa3nuuuii He Obuio. [lo
koHueHntpauu 25(OH)D B cweiBopoTke KpoBu o00e rpymmbel  gered ¢ LTI
JIEMOHCTPHUPOBAIM TOKA3aTeIH, KOTOPbIE MOXKHO HHTEPHPETUPOBATH KakK ACPUIIUT
ButamuHa D. bonee riyOokuit aedunutr BuTamuHa D BBISIBICH B TpyIIe JETEH C
HEJ0CTaTOYHOCThIO muTaHus (9,52 [4,8; 17,49] Hr/Mi) cO CTaTUCTHYECKU 3HAYUMBIM
MEXTpynmnoBeIM pazauuueM (p=0,030).

B pe3ynbTaTe BRIMOIHEHHOTO aHAJIW3a MOYKHO MOJIBECTH UTOT, YTO J1abopaTopHbIe
MapKepbl HapylieHusi Metabonmusma Oenka y nereit ¢ JUII maxogmnuck B mpenenax
pedepeHcHbIX 3HaueHud. [lpu cpaBHEHUM MoKazareneil OelIKOBOro OOMEHa MEXIy
neteMu ¢ HII m 6e3 TakoBOii, a Takke NPU CPABHEHUU B 3aBUCHUMOCTU OT CTENEHU
TSYKECTU HyTPUTUBHOTO A€(PUIINTA, CTATUCTUYECKU 3HAUUMBIX Pa3IN4Hil HE ONPEEIEHO.
AHanoruuHple pe3ysbTaThl MO MapkepaMm OenkoBOoro oOMeHa MOJy4yeHbl B paboTe
Sangermano M. et al. (2014) — cCBIBOPOTOYHBIE KOHICHTpAIlMA allbOyMUHA U
TpaHcTupeTuHa y aereit ¢ LIl 1 HeTOCTaTOUHOCTHIO MUTaHUs ObUIM B OOJIBIIMHCTBE
CllydaeB B Tpenenax pe(epeHCHBbIX 3HAYEHMH U HE KOPPEIUPOBAIM C TKECTHIO
HejpocTaTouHOCTH nuTanus [181].

Jlni onpeziesieHus: B3aMMOCBSA3€M MEXAy ChIBOPOTOUYHBIMHU MapKepamH OeIKOBOTO
oOMEHa ¥ MapaMeTpaMd KOMIIO3ULIMOHHOTO COCTaBa Tela ObUT  BBINOJHEH
KOppeSUOHHBIN aHanu3. B rpynne nereii 6e3 HII BoisiBiieHa cTaTuCcTUYECKH 3HAUUMAs
npsiMasi B3aUMOCBSI3b CPEIHEN CHIIBI MEX]Ty YPOBHEM 00111ero 6enka u mapamerpom TM,
XapaKTEPU3YIOLUIUM BCIO OE€3’)KMPOBYIO, B TOM UYHKCJIE€ M MBIIIEYHYIO MacCy OpraHu3Ma
(r=0,392, p=0,039), u oTpHIaTeIbHAS B3aMMOCBS3b CPEIHEH CHUIIBI MEXKTY ITOKA3aTeIeM
YOO u ypoBHeMm obiero oenka (r=-0,388, p=0,041).

Y peren ¢ LIl m HeEZOCTaTOYHOCTHEO TIATAHUS YCTAHOBJICHBI 3HAYUMBIC
KOPPEJSILIMOHHBIE B3aUMOCBS3H Mexay ypoBHeM NDP-1 u cienyrommmu nmapamerpamu
OMOMIIETAaHCHOTO aHajlu3a: CUJIbHbIE MpsAMble B3auMocBsizM Mexay HMPP-1 u OX
(r=0,722, p<0,001), UDP-1 u BXK (r=0,715, p <0,001), ©UDP-1 u TM (r= 0,723, p<0,001),
npsiMasi B3aUMOCBSI3b yMepeHHO# cuiibl Mexy UDP-1 u AKM (r=0,557, p<0,001), UDP-
1 uw CMM (r=0,655, p<0,001). OnpeneneHa oTpulaTesIbHAs CHJIbHAas B3aUMOCBS3b

mexay UOP-1 u mapamerpom YOO (r=-0,702, p<0,001). Takum 06pa3om, mOTy4IEeHbBI
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MHO>CCTBCHHBIC B3aHMMOCBA3U pastquﬁ CUJIbl W  HAIIPAaBJICHHOCTH  MCXKIY

Ja00paTOPHBIMU TTOKa3aTessMu 0eskoBoro oomena, UOP-1 y aereit ¢ ALII.
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I'JIABA 4. OCOBEHHOCTH KOMITIO3UIIMOHHOI'O COCTABA TEJIA
Y IETEH C 1T

4.1. XapakTepucTHKAa KOMIIO3MIIMOHHOTO cocTtaBa Tena pgereid ¢ JIII

B 3AaBUCHUMOCTH OT 110JIa X1 CTaTyCa INIHTAHUA

buoumnenancHbld aHamU3 SABISETCA OBICTPBIM, MPOCTHIM, HEUHBA3UBHBIM
METOJIOM OIIEHKHM KOMIIO3UIIMOHHOTO COCTaBa TeJla M IIUPOKO HCIOJb3YyETCs B
Pa3IMYHBIX 00JACTAX KIMHUYECKOW MEAUIIMHBI y JIeTe U B3pocibix [5, 6, 16]. Bcem
JETSIM, BKJIFOYCHHBIM B HccienoBanue (N=89), mpopeneHa oleHKa KOMITO3UITMOHHOTO
cocTaBa Teja METOJOM OHOMMIICIAHCHOTO aHajdu3a I10 CTaHJIApTHOW METOJIHKE.
BrinonHeH cpaBHuUTENBHBIM aHaN3 napameTpoB bUA y nerent ¢ JLII B 3aBucMMOCTH OT

COCTOSIHUA NMHUILEBOro cratyca. [lomydeHHble 3HaueHus TpeacTaBiieHbl B Ta0u. 20.

Ta6mumna 20. Komnosunmonusii coctaB tena y aeret ¢ LI B 3aBucumoctu

OT OLICHKH HYTpUTUBHOTO cTaryca, Me [Q1; Q3]

Hetu ¢ LI
IToka3zarens P
0e3 HII (n=40) ¢ HIT (n=49)
KM, (kr) 3,0[0,7; 6,71] 1,0 [0,5; 2,41] 0,002
KM % 14,3 [4,2; 27,1] 4,8 [3,0; 14,53] 0,001
AKM, (kr) 9,7 [8,3; 12,31] 8,6 [6,6; 10,51] 0,012
TM, (xr) 17,6 [15,1; 21,4] 14,5[12,2; 17,58] 0,008
CMM, (xr) 8,7[5,9; 11,73] 6,6 [4,4; 10,8] 0,487
YOO (kkan/m?/cyT.) 54,3 [46,8; 72,52] 66,9 [58,5; 42,43] 0,002
OX, (kr) 12,9 [10,9; 15, 4] 10,6 [8,9; 12,7] 0,007
BXK, (xr) 7,0 [6,2; 8,0] 6,0 [5,4; 6,8] 0,004
DV, (rpamyc) 7,47 +£ 4,98 6,92 + 2,49 0,937

[Ipumeuanue: N — KOIMYECTBO NALUEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3JIM4YUM 10

kputreputo U ManHa-YUTHU MEX]ly TpyIIIaMH NalMeHTOB.

[Tpu npoBeieHNU CPaBHUTEIBLHOTO aHAIM3a ITOKa3aTeel cocTaBa Teja Mo IaHHBIM

BUA, moxxHO ot™MeTuTh, uTo y aeteit ¢ HII mokazarenu XXM, % KM Obutn 3HaUMMO
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HUXKe, yeM y nereid 6e3 HII, yto cBuaeTenbcTByeT 00 MCTOILIEHUU >KMPOBOTO JIETIO B
opranuszme pedenka (p=0,002 u p=0,001 coorBeTcTBeHHO). [To mokazatemsim AKM u TM,
XapaKTEPHU3YIONTUM COCTOSIHAE OCIIKOBOTO JICTIO OPTaHW3Ma, TOJyYEeHBI CTAaTUCTHICCKU
3HAYUMBbIC pa3auuus Mexay rpymnmnamu cpaBHenus. eru ¢ HII umenu 3Hauenuss TM u
AKM nuxe, uem neru 6e3 HII (p=0,012 u p=0,008 coorBercTBeHHO). [Tapamerp YOO
owL1 BhIe y aeteit ¢ HII B cpaBHenun ¢ mokasarenem y aereit 6e3 HII. Paznmuuus mo
napametpy YOO KOCBEHHO CBHUJACTEIBCTBYIOT O KaTaOOJWYECKON HampaBICEHHOCTH
metabonmusma y aerei ¢ HIT (p=0,002). Jletu ¢ HII umenu napymenus BogHoro 6amaHca
o napamerpam OX u BXK. [Tokazarenu OX u BXX Obutn 3HaUUTENIBHO HIDKE Y JIETEH B
rpyrnnie ¢ HIT (p=0,007 u p=0,004 coorBercTBeHHO). Ilo mapamerpy CMM npu
CpPaBHEHMM TOKa3aTessi MEXAY TpylnaMH JAeTed He MOJyYEHO 3HAUYMMBIX OTIWYUN
(p=0,487). @a30BbIl yroi, Kak IOKa3aTellb COCTOSHUS KJIETOYHBIX MeMOpaH,
MHTEHCUBHOCTH METa0OJUYECKUX MPOIIECCOB, ObLIT HECKOJIBKO HUXKE Y JICTEH U3 TPYMIIbI
c HII, uem y nereit 6e3 nedunrra muranusi, HO 6€3 CTATUCTUYECKU 3HAUUMBIX Pa3IndUi
(p=0,937).

J171s1 BBISIBJICHUS TTOJIOBBIX OCOOCHHOCTEM MoKa3aTesieil KOMIIO3UIIMOHHOTO COCTaBa
MIPOBEJIM CPABHUTEIbHBIA aHanu3 napamerpoB bMIA ManbuuMKOB M JI€BOYEK B KaxXIOM

uccnenyemoit rpynrne aere ¢ JILII. lanubie npeacrasiensl B Tada. 21, 22.

Ta6mmma 21. Kommo3uimonHslit cocta Tena y aeredt ¢ JILIIT 6e3 HegocTaTouHOCTH

IUTaHus B 3aBUcUMOCTH OT rtonna, Me [Q1; Q3]

Hetu ¢ ALIT 6e3 HIT (n = 40)
[Tokazarenn |y
JeBouku (N=18) Maunbuuku (N=22)
KM, (kr) 4,0 [1,8; 7,52] 2,7[0,7; 6,3] 0,324
KM, % 22,3 [12,0; 28,7] 5,6 [3,4; 20,4] 0,006
AKM, (xr) 9,1[8,4; 10,5] 11,4 [8,9; 12,91] 0,130
TM, (xr) 15,9 [14,4; 18,3] 18,4 [15,7; 21, 51] 0,130
CMM, (xr) 6,8 [5,5; 8,6] 10,2 [7,8; 11,82] 0,016
YOO (xxan/m?/cyT.) 57,2 [48,8; 65,7] 51,7 [45,8; 58, 31] 0,400
OX, (kr) 11,6 [10,5; 13,2] 13,5 [11, 5; 15,9] 0,123
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Hetu ¢ LI 6e3 HIT (n = 40)
[Tokazarenu |y
JeBoukn (N=18) Maubuuku (N=22)
BIK, (xr) 6,8 [5,9; 7,13] 7,6 [6,7; 8,0] 0,081
DY, (rpamyc) 5,9 [5,1; 8,92] 6,1[4,7; 7,38] 0,510

HpI/IMC‘IaHI/IeZ N — KOJIMYECTBO NAIMCHTOB, P — YPOBEHb 3HAYUMOCTH paBJ'II/ILII/If/'I I10

kputeputo U MaHHa-YUTHU MeXay rpynnaMu NalueHTOB.

[Ipn cpaBHEHHMHM TOKa3aTelIEHd KOMIIO3UIIMOHHOTO COCTaBa Tela MAJIbUYMKOB H
neBoyvek u3 rpymibl 6e3 HIT MoxHO oTMETHTD clieyroniee: noka3arenu napamerpa KM
OBLIIM BBINIE y JCBOYEK, YEM Yy MAJbYMKOB, HO 3HAUUMO HE paznuyanuck (tadu. 21). Ilo
% KM mnoka3aTenu JOCTOBEPHO pAa3IMYaIuCh W OBUIM BBIIIE y JAEBOYEK, YEM Yy
ManbuukoB (p=0,006). Tlokazarenu TM, AKM wmanpbuvkoB NpEeBBIIATIN MOKAa3aTeIU
JIeBOYEK, HO 0e3 3HauuMbix paznmuuuid. [lapamerp CMM, B Oosblieil creneHu
OTpaXaroLUi KOHCTUTYIIMOHAJIBHBIE OCOOEHHOCTH peOeHKa, ObUI BBILIE y MaJIbUHKOB,
gyeM y gaeBouek (p=0,016). ITo mapamerpy YOO, oTpaxkaromeMy HHTCHCUBHOCTH
OCHOBHOI'0 OOMEHa, MOKa3aTean MaJbYMKOB U AEBOYEK HE OoTianYanuck. [lo cocrosHuIO
rUApaTalMd TKAHEW J€BOYEK MOKHO OTMETHTh HE3HAYMMOE CHWXKEHUE CpPEIHUX
snauenuin OX, BX no cpaBHenuto ¢ mampunkamu. Da3oBblii yroil B 00euX TrpyIiax

CTPEMUIJICA K HWKHEH rpaHunc, HO HAXOOWJICA B IIPEACTIaX HOPMATHBHBIX 3HAUYCHUM.

Ta6mmma 22. KomnosunmoHnHsli coctaB Tena y aere ¢ JILIT ¢ HemocTaTouHOCThIO

MUTaHUs B 3aBUCUMOCTH OT toita, Me [Q1; Q3]

Jetu ¢ JAUIT ¢ HIT (n=49)
ITokazarenu p
Jeouku (N=20) | Manbuuku (N=29)
KM, (kr) 1,2 [0,51; 3,21] 1,0 [0,53; 2,33] 0,763
KM (%) 9,1[3,1; 15,83] 4,7 [3,0; 10,33] 0,305
AKM, (kr) 8,3 [6,5; 10,33] 8,6 [7,1; 10,51] 0,443
TM, (xr) 13,5[11,7; 15,55] | 16,5 [12,6; 18,54] 0,056
CMM, (kr) 5,45 [4,3; 7,23] 8.6 [4,82; 12,14] 0,006
YOO (kkan/m?/cyT.) 67,05 [60,9; 72,4] | 58,6 [49,3; 66,2] 0,012
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0K, (kr) 9,9 [8,5: 11,4] 12,1 [9,2: 13,6] 0,065
BIK, (kr) 5.7 [5,3; 6, 13] 6,6 [5,5: 7,3] 0,016
@Y, (rpayc) 6,1[4,32; 8,2] 6,0 [5,1; 7,2] 0,815

HpI/IMeLIaHI/Ie: N — KOJIMYECTBO NAIMCHTOB, P — YPOBEHb 3HAYUMOCTH paSJ'II/I"II/Iﬁ I10

kputeputo U MaHHa-YUTHU MeX1y TpynnaMu NalueHTOB.

IIpy cpaBHeHMM mMOKa3aTelel KOMIIO3UIMOHHOTO COCTaBa Tella MEXKIY
MaJIbYMKaMy U JeBOoYKaMu u3 rpynnsl ¢ HII momydeHs! ciienyromue CTaTHCTUYECKHE
3HAYMMBbIE pa3nuuud: cogep;kanne CMM ObuIO BbIIIE Yy MAIbUYUKOB, UEM Y JIEBOYEK, KAK
u B rpymne jaerei 6e3 myrputuHoro aeduimura (p=0,006). [Napamerp BXK Brime y
MaJIbYMKOB, YEM Y JIEBOUEK, pa3HUIIa MEX 1y Tpymnamu Obiia 3Haunma (p=0,016).

[Tokazarenu, xapakTepusylouiie xuposoe aeno opranusma: XXM, % XXM Obuin
KpaiiHe HU3KMMH B 00erX MOATpyIIax, Ho Bce ke 3HaueHus: KM OblUIM HECKOJIBKO BBIIIE
y JI€BOYEK U 0€3 3HAYMMBIX pa3ianuuii npu cpaBHeHuu. [Ipu cpaBHenuu napamerpa AKM
3HAYMMBIX OTJIMYUN MEXKTy J€BOUYKAMU U MAJIbUUKaMU HE MOJydeHo. Pa30oBbId yroi ObLl
paBeH B 00€MX IpyIIiax U CTPEMUJICS K HUYKHEW IPaHUIIE HOPMBI.

Takum 00pazom, Ipu CpaBHUTEIHLHOM aHalM3€ MOoKa3aTesiell KOMIO3MIIMOHHOTO
cocraBa Tena B rpynne aered ¢ HII mo mosmoBomy npu3Haky 3HAYMMBIX OTJIMYMHM 11O
napametpam KM, TM, AKM, xapakTepu3yromuM COCTOSSHUE KUPOBOTO U OEIKOBOTO
JIeno opranusma, He noiydeHo. [1o mapamerpy CMM, xapakrepusyromemMy B OOJbIIEH
CTENEHU OCOOEHHOCTH KOHCTUTYIIMU PEOCHKA, MOIyUYEHbl aHAJIOTMYHbBIE CTATUCTUYECKU

SHAYUMBIC pA3JIMInA MCIKAY MaJIbUUKaAMH U ICBOYKAMH B o0enx rpymmax CpaBHCHHUA.

AHaJIWM3  KOMIO3MUMOHHOIO coctaBa Teda 'y jgered ¢ JIHII

0e3 HeJ0CTATOYHOCTH NMUTAHUSA

C 1enpr0 JeTalbHOM OIEHKHM IIOKa3aTelied KOMIIO3MIIMOHHOI'O COCTaBa Telia
HaOmomaembix aeteit ¢ JIIT 6e3 HII Obimu mpoBeneHbl MpeaBapUTENbHBIE PacdeThl
HOPMATUBHBIX MOKa3zaTelel Kaxaoro napamerpa bUA wHAMBUAYanbHO JJISI KaXJIOTO

pebeHKa, ¢ y4eToM JOCTymHOW 0a3bl pedepeHCHbIX 3HAaYeHUN OOIIEePOCCHIICKOM
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BBIOOPKM TMAI[MEHTOB, OOCJCIOBAHHBIX B POCCHUICKHX IIeHTpax 310poBbs B 2010-
2012 rr. [7].

[Tpu ananmu3e TkaHeBoro cocraba Teia mo KM B rpymme 6e3 HIT 85,7% (n=19)
MaJIbYMKOB HaXOJIUJIMCh B JIMAINIa30HE HIKE MOPOTOBOT0 3HAYCHHMS TIOKA3aTElsl, TOJIBKO
5% (n=1) umenu >KUPOBOW KOMIIOHEHT B TIpejesiaX HOPMATUBHBIX 3HaYeHHW U 9,5%
(n=2) manpurkoB uMemH nokaszaresu KM Boiie HopMmbl. [Tpu atom 47,1% (n=8) neBouek
uMenu nmokasatenu KM Bblllie HOpMaTHUBHBIX 3HAUCHUH, B TUAITa30HE HOPMBI ITapaMeTpa
Haxomwuch 30% (nN=6), n MeHbIIe HIDKHEH TpaHuIsl HopMbl — 23,5% (N=4) neBouek.
[Monmyyennsie paznuuus 1o mapamerpy KM Mexy MalbuuKaMH U JCBOYKAMH B TPYIINE

6e3 HII Ob1mu ctatuctuuecku 3Haunmsl (p=0,001) (puc. 2).

90 85,7
80 p=0,001
70
60
50 47,1 HeaocTaToK XM
40 Hopma KM
29,4
30 23,5 n36bITOK KM
20
9,5

10 4,8

0

MasbYyMKun OEeBOYKM

Pucynok 2. Ouenka nmapameTpa kupoBoi Maccel tena y nereit ¢ JLII B rpymme

6e3 HII B 3aBucuMocTH OT mona, B %, p — ms kpurepus [Tupcona (32).

[Tpu cpaBHeHUU 1o mapametrpy TM Mexay Mambuukamu U aeBoukamu 38% (n=9)
MaJIbYMKOB UMEJM MOKA3aTeIN HUXKE HUKHEW rpaHUllbl HOPMATUBHBIX 3HaueHHUM, 62%
(n=13) HaxoauIuCh B mpeaesiax HOpMbl. MalbuuKOB, MPEBBIIIAOIINX TOPOT BEpXHEH
rpaHuibl HopMbl 1o TM, B AanHO# rpymme He 0bu10. 52,9% (N=10) meBouek rpymiibl Mo
JaHHOMY ITOKAa3aTe 0 HaXOAMIIMCh B JIMAla30He HOPMATHBHBIX 3HaYeHHH, Y 47,1% (N=8)
nokasaresnd TM OblTM HUKE HYKHEHW rpaHullbl [uamna3ona. JleBouek co 3HaueHuem TM,

MPEBBIMIAOINIMM BEPXHIOI TPaHUIly Juana3oHa HOpPMBI, He Oblt0. [lpu cpaBHeHUM
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MOKa3aTesjed MaJlbUUKOB M JEBOYEK MO coiepkaHuro TM B JaHHOW rpymnme

CTATUCTUYECKHU 3HAYMMBIX pa3inuuii He nojydeHo (p= 0,578) (puc. 3).

70
62

p=0,578
60 52,9
50 47,1
40 38,1 HegocTatok TM
30 Hopma TM
20 M36bITOK TM
10
0 0
0
MasIbuyMKmn [EeBOYKN

Pucynok 3. Onenka mapametpa Touieir Maccel Tena y aereit ¢ JAI{IT 6e3 HII B

3aBUCUMOCTH OT 110114, B %, p — 11 kpurepus [lupcona (2).

IIpu cpaBHUTENBLHOM aHanu3e nokazatenss AKM manbunkoB u aeBouek 47,6%
(n=10) manpunkoB u 58,8% (N=10) meBoYeK HAXOAWIWCH B JHANAa30HE HOPMATHBHBIX
3HAUEHUN TOKA3aTeNsl, YTO CBUJIETEILCTBYET O JIOCTATOYHOM JIENOo OelKa B OpraHusMe.
42,9% wmanpurikoB (N=10) u 41,2% (n=8) nmeBouek mmenu mokazatenu AKM Hmke
HWOKHEW TpaHUIIbI Iuana3oHa HopMbl. Tonbko 9,5% (N=2) Maab4MKOB MMENN 3HAYCHHUS,
MPEBBIMIAIONINE BEPXHHUM MOPOT AMarna3oHa HOPMBI, B TPYIIE IEBOYEK HE OBLJIO HU
onHoro pebenka co 3HaueHMeM AKM Bbime BepxHeil rpanHuibl. CTaTUCTUYECKOU
paszHuibl nokazarenss AKM Mexnay ManpuvkaMu M JIEeBOYKAaMU B TPYIIE JAeTei 0e3

HEJIOCTAaTOYHOCTH MUTaHus He nmojydeHo (p = 0,390) (puc. 4).
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Pucynok 4. Ouenka napaMmerpa akTUBHOM KJieTo4HOM Macchl y nereid ¢ LT 6e3
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HII B 3aBucHMOCTH OT nona, B %, p — s kputepus [Tupcona ().

[Ipu cpaBHennu nokazatenss CMM mexay MalbUMKaMu U IEBOYKAMHU B THANA30HE
HOPMATUBHBIX 3HAYCHUI HAXOUJIUCH ITOJIOBUHA TPYIIBI AeTei: 62% ManpunkoB (N=14)
u 59% (n=10) neBoueck. [Toka3zaTeny HIKE HIDKHEH IPaHMIIBI IHANa30Ha HOPMATHBHBIX
3Ha4YCHUH Mmokasarens Obutd y 19% ManpunkoB (N=4) u B 2 pa3za Goubiie y 42% (n=8)
JIEBOYEK, YTO, BEPOATHO, MOKHO OOBSCHUTH KOHCTUTYLUHUOHAIBHBIMU OCOOEHHOCTSIMU
MalibyrKoB. OTMeueHo, uto 19% manpurkoB (N=4) uMesH moKa3aTelb BBIIIE BEpXHEH
IPAHMULBI IMaNa30Ha HOPMBI, AEBOYEK ¢ TakuM nokaszarenemM CMM B naHHOU TpyIme He

obu10. CrathcTUyeckd 3HAUMMOM pa3Hulbl mokazatenss CMM mexny AeBOYKamMu U

MajiburkamMu He rojaydeHo (p= 0,089) (puc. 5).



90

70
61,9

p=0,089 58,8
60
50
41,2
40 Hepoctatok CMM
30 Hopma CMM
20 19 19 n3bbiTok CMM
10
0
0
MaIbuynKKU OEeBOYKN

Pucynok 5. Ouenka mapamerpa CKEIETHOW MbIlIeUHOM Maccel y aererd ¢ JILII

6e3 HII B 3aBucMMoOcTH OT mona, B %, p — ms kputepus [Tupcona (i)

[Ipu cpaBHUTENHEHOM aHanu3e nokasarenedt YOO B rpynme aeteit 6e3 HII 78,9%
(n=18) mampurkoB u 82,4% (N=15) neBouek umenu Bbicokue nokazatesn YOO (Bbiie
BEpXHEH IpaHUIlbl TUana3oHa HOPMBI), 9TO KOCBEHHO CBHJIETEIIBCTBYET O MOBBIIICHHOM
0aza’abHOM OOMEHEe M KaTabOJMYEeCKOl HampaBlIEHHOCTH Merabonu3Ma. B amamna3zon
HOpPMAaJIbHBIX 3HAYCHUH BOILJIO Majoe KOJWYecTBO Aetei — 15,8% MambumkoB (N=3) u
Toibko 5,9% (n=1) nmesouek. Ilokazarenmu YOO HuKe HIDKHEH TI'paHHUIBI JUana3oHa
HOPMATUBHBIX 3HaYeHHH ObLIM y 5,3% (N=1) mampuukoB u y 11,8% (N=2) neBodek.
Takum oOpa3zoMm, oleHuBasg mnokaszarenu mnapamerpa YOO, MOXHO OTMETHUTh, YTO
MOAABJISAIOIIEe OOJIBIMMHCTBO JeTed u3 rpynmbl 6e3 HII mmenun karabommueckyro
HaIpaBJICHHOCTh 0OMeHa BemecTB. CTaTUCTUYECKH 3HAYMMOM Pa3HUIIBI IPU CPABHEHUHT

nokaszareneid YOO Mexay MaaburuKaMH U IeBOYKaMK He noirydeHo (p=0,532) (puc. 6).
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Pucynoxk 6. OteHka mapamerpa yaelIbHOTO OCHOBHOTO oOMmeHa y nereit ¢ JILITI

6e3 HII B 3aBucuMOCTH OT mona, %, p — A kpurepus Iupcona (¥2).

[Ipu cpaBHUTENBHOM aHaNK3e Nokazarenss OXK Mexy MadbuMKaMU U I€BOYKAMHU
Oostee MOJI0BUHBI AeTei: Manbunku — 61,9% (n=13), neBouku — 70,6% (n=12), umenu
3HaueHus nokaszarenss OJK B mpepenax auama3oHa HOPMBI, YTO CBHJIETEIIBCTBYET O
JIOCTATOYHOU MUTHEBOM HATPy3KE M YAOBJIECTBOPUTEIBHON THAPATALIMN TKAHEU y JIETEU
nanHou rpymrbl. [Tokazatenmu OXK Bbilie BepXHEW IpaHUIlbl TUAa30Ha HOPMbI ObUTH Y
19% (n=5) mampurkoB u 29,4% (N=6) neBOYEK, YTO CBUIACTEILCTBYET O HAPYIIICHHOM
BOAHOM OanaHce, 3amepxke xuakocTH. [lokazarenn mapamerpa OXK Hmke HUKHEH
rpaHMIbl auana3oHa HOpMbl uMenn 19% (n=4) manpuukoB. J[eBouek, HMEIOIINX
3HaueHuda napamerpa OXK Hmxe HopMbl, He ObLT0. PazHuia nokazarens napamerpa OX

MCXKAY MaJIbYUKaMM H JCBOYKAMH B TPYIIIC 0e3 HII cratucTtuyecku He 3HAYMMa

(p=0,461) (puc. 7).
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Pucynokx 7. Onenka mapamerpa oOmiedt >xuakoctu y aereit ¢ JLII 6e3 HII

B 3aBHCHMOCTH OT 1ona, B %, p — st kputepus [upcona ().

[Ipu cpaBHUTEILHOM aHaNM3e MoKaszatensa BXK Mexny manbunkamMu v 1eBOYKaMU
MOKHO OTMETHTh, uT0 40% nereii o6oero moja: manpunku (N=8), neBouku (N=7), uMenu
3HAYCHHS B MpeJieiaX HOPMBI IapaMeTpa, U 0oJiee moJIoBUHbI AeBouek — 58,8% (n=10) u
MaiiburKoB — 47,6% (N=10) umenu nokasarens BJK Boillie BepXHEl rpaHuUIlbl AUalia30Ha
HOPMBI, YTO, BEPOSTHO, MOXET CBHACTEILCTBOBATh O CKPBITBHIX OTEKax. 3HAYCHUS
JTAHHOTO MOKA3aTeJIsl HUYKE HOPMBI 3aPErUCTPUPOBAHBI TOJBKO Y 9,5% (N=2) MaabunKOB.
Craructuyecku JAOCTOBEPHOW pasHMIBI mnapamerpa BXX wexny wmanpuumkamMu u

neBoukamu B rpymnmne aeteit 6e3 HIT ne ob110 (p=0,397) (puc. §).
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Pucynox 8. Onenka napameTpa BHEKJIETOUHOM kunkoctu y aereit ¢ I 6e3 HIT

B 3aBUCUMOCTH OT 10113, B %, p — s kputepust [Tupcona (y2).
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AHaIM3Upys MOJYYEHHBIE JTaHHBIC MOKAa3aTelIe mapaMeTpoB KOMIO3ULMOHHOTO
coctaBa Tenma Aetedl w3 rpymnmel 0e3 HII, MoxkHO chenath BBIBOI, 9TO HambOojee
BBIPKEHHBIN JTIepUIHT KUPOBOM Macchl 1o nmapamerpy KM umenu manbuuku (85,7%)
B CpaBHEHHMH C JeBoukamu (23,5%), pasnuuusi mpu CpaBHEHUU OBUTM CTATHCTUYCCKH
3HaunMbl (p=0,001). [To mapamerpy CMM MOXHO OTMETUTH TOJBKO TEHACHIIMIO K
pa3IMyuI0 MO MOy, YTO, BEPOSITHO, MOKHO OOBSICHUTh KOHCTUTYIIMOHAIbHBIMU
ocobennoctsmu nereit. [To mokazarensm ruapatarnuu OXK, BXK 3HaunMbIx paznuuuii mo
M0JIOBOMY TIpU3HaKy He oOHapyxeHo. [lo mokazaremto OX okono 70% pereit umenu
JIOCTATOYHYIO BOJHYIO0 Harpy3ky. [lo 3nauenusm BXK 50% nereilr o6oero mosia umenu
M30BITOK, YTO CBUJETEILCTBYET O 3aJIEPKKE KUJIKOCTHU, BEPOSITHO, BCICACTBUE MaJOH
mobunbHocTu aereit ¢ JILII. Ilokazarens mapamerpa YOO B maHHOU Tpymime ObLT
MOBBIIIEH y OoJibiiel yactu aeteit (80%) He3aBUCHMMO OT I0Jia, YTO MOXKET KOCBEHHO
CBUJIETEILCTBOBATh O KaTaOOJIMYECKOW HAMNpaBJICHHOCTH MeTa0oin3Ma y JaHHOU
IPYIIIbI MAIIMEHTOB IPU OTCYTCTBUU HEJOCTATOUHOCTH IMUTAHUS.

[Io mapamerpam TM, AKM paznuuuii MexIy MajJpuyMKaMd W JE€BOYKAMHU HE
BBISIBJIICHO, HO OKoJIo 40% nereli 0060ero moja MMeEIn pe3ysIbTaThl MTapaMeTPOB HUKE
HOPMAaTUBHBIX 3HAYEHUH, UTO CBUJIETEIILCTBYET 00 MU3MEHEHHOM TKaHEBOM COCTAaBE TeJia
U, BEPOSITHO, YKe UMeroIIeMcs aehuiure Ocenka B pampone aereit [139].

B xonme Hacrosimero uccienoBaHus ObUT BBITIOJHEH KOPPEIAIMOHHBIN aHaln3
B3aHMMOCBSI3€M AHTPONOMETPUUECKUX TMOKa3aTeled U TOKa3aTeJeld IMapamMeTpoB
KOMIIO3UIIMOHHOTO cocTtaBa Tena y gerert ¢ JIIIII 6e3 HII. B pesynbrare
KOPPEJSIMOHHOIO aHanu3a oOHapyxeHo, urto MMT, orpaxkaronuii COOTHOILICHHE
JKUPOBOM M MBIIIEYHOM MACChI, JOCTOBEPHO IOJOXKHUTEIbHO Koppenupyer ¢ KM
(r=0,760, p=0,001), % XXM (r=0,452 p=0,004), T™ (r=0,494, p=0,002), utO
npejacTaBisercs JoruunbiM. [lokazarens z-score UMT/Bo3pacT UMeET MOJIOKUTETBHYIO
KOPPEJSIHMOHHYIO CBSI3b yMepeHHOU cuibl ¢ nmapamerpom KM (r=0,410, p=0,009). B
pabote Kuperminc M. et al. mosy4ens anamornunbie B3auMocBsizu UMT ¢ nporieHTHhIM
coaepkanuem xupa B opranusme aereit ¢ JILIT [75]. IToka3zatenr AKM, KOCBEHHO

OTpa)KaIOIHI/Iﬁ COCTOSIHHE  OEIKOBOIO ACII0O B  OpraHU3MC, HMCCT JIMHEWHBIC
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MHO>KECTBEHHBIE TOJOKUTEIbHBIE B3aMMOCBS3UM YMEPEHHOM CHIJIBI C IOKa3aTeIsiMu
pocta (r=0,556, p<0,001), maccer tema (r=0,517, p=0,001), Ob (r=0,536, p=0,032),
Z- score macca tena/Bo3pact (r=0,345, p=0,036), HO HE UMeeT 3HAUNMON B3aUMOCBSI3H C
nokazareneM KWMT. Ilokazarene TM  1eMOHCTpUpPYET JIMHEWMHBIE  CHJIBHBIC
KOppeJsiuoHHbIE cBsi3U ¢ pocToM (I1=0,912, p<0,001), ¢ maccoii tena (r=0,891, p<0,001),
B3aUMOCBs3M yMepeHHoi cuibl ¢ UMT (r=0,494, p=0,002), OII (r=0,694, p=0,006), z-
score macchl Tesa/Bo3pact (r=0,684, p <0,001) y mereii ¢ JJLIIT 6e3 HII.

OueHuBass  KOpPPEISIUOHHBIE CBA3M  AHTPOINOMETPUUECKUX HMHACKCOB U
napameTpoB dpakuuoHupoBaHus Beca Tena y aereit ¢ JLIT 6e3 HII, MmokHO OTMETHUTS,
YTO Z-SCOfe Macchl Tesla/BO3pacT HMMEET JOCTOBEpPHBbIE JHMHEHHBbIE B3aUMOCBS3U
yMepeHHoU cuibl ¢ napamerpamu BUA, takumu kak XXM (r=0,488, p=0,002), AKM
(r=0,345, p<0,001), TM (r=0,684, p<0,001). He mony4eHO 3HAYUMBIX B3aMMOCBs3ECH
MEXIy MapaMeTpamMu KOMIIO3UIIMOHHOTO cocTasa Teia u nokaszareramu TKXKCT u
z-score TKOKCT/Bozpact y aereit ¢ JILIIT 6e3 HII.

BrisiBneHa 3HauMMast OTpUIIATENbHAS B3AMMOCBA3b MEXKIY AaHTPOIIOMETPUYECKUMU
nokazaressimu 'y gaereit ¢ LIl 6e3 HII m mapamerpom BUA, orpaxaronmm
WHTEHCUBHOCTh OCHOBHOTo obmeHa — YOO. CuiibHble B3aMMOCBSI3U yCTaHOBJICHBI
Mexay YOO u poctom (r=-0,857, p=0,000), YOO u maccoit tena (r=- 0,850, p<0,001),
YOO u OII (r =-0,868, p<0,001), z-score macca Tena/Bo3pact (r=- 0,731, p<0,001), cBsi3u
cpeaneit cunbl Mexay YOO u UMT (r=-0,442, p=0,009), mexny YOO u z-score
UMT/Bo3pact (r=-0,559, p=0,001). Ilokazatenr OX, oTpaxaromuii THAPATAIMIO
TKaHEH, MeJl CUJIbHYIO JJUHEHHYI0 B3aUMOCBSI3b ¢ pocToM (I=0,914, p<0,001), c maccoii
tena (r=0,883, p<0,001), ymepeHHYIO MOJ0KUTEIbHYI0 Koppesinuto ¢ UMT (r=0,476,
p=0,003) u OIl (r=0,694, p=0,006). IlokazaTenr B, KOCBEHHO OTpa)karOIINIl
BHEKJICTOUHYIO 3aJIEPKKY IKUJKOCTH, JIEMOHCTPUPOBAI AHAJIIOTUYHBIC JIMHEWHBIC
CUJIbHBIE B3aUMOCBSI3U ¢ pocToM (I=0,753, p<0,001), c maccoii Tena (r=0,721, p<0,001),
yMepennyto koppensanuto ¢ UMT (r=0,391, p=0,015), OII (r=0,646, p=0,013).

Takke oTMeueHa yMEpeHHas B3auMOCBs3b Mexay nokazareneM BX u Ob
(r=0,518, p=0,040), uT0 MOXET CBHJIETEIHCTBOBATH O 3aJCPIKKE JKUIKOCTH M HAJTHUUU

TUCTANBHBIX Tepudepuuecknx oTexkoB y aereit ¢ JLII, uMeromux aBUTaTenbHbBIE
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orpaHuyeHust paznudHoil crenenu [86, 102]. IIpoBeaeHHBIM KOPPEIALMOHHBIA aHAN3
OOHapy>XUJl CTATUCTUYECKHM 3HAUYMMYIO OTPHUIATENIbHYIO B3aHUMOCBSI3b  MEXIY
nokazareneM @Y u poctom (r =-0,589, p<0,001), maccoii tena (r =-0,581, p<0,001) u
UMT (r=-0,399, p=0,016), uto MoOXxeT oTpaxaTb H3MeHeHHE BeiuuuHbl DY mpu

yBEJIMUEHUH Macchl 1 pocta pedenka ¢ JJLIT.

AHaJIM3  KOMIIO3MIMOHHOIO coctaBa Tema 'y geredn ¢ JIII

C HCAOCTATOYHOCTBHIO IMTAHUA

[TanyeHTsl € HEOOCTATOYHOCTBIO IIMTAHMS PAa3IMYHOTO TEHE3a OXKHUAAEMO
JEMOHCTPHUPYIOT M3MEHEHHUSI KOMIIO3MIIMOHHOIO COCTaBa Teja mo pesyibratam BUA.
JI1s1 OleHKM HY TPUTHBHBIX HAPYIICHUM Ha YPOBHE TKAHEBOI'O COCTaBA TEJA U BBISIBJICHUS
NOJIOBBIX ~ OTJAMYMI  OBLT  TPOBEAEH CPABHUTENbHBIA  aHaM3  IOKazarenen

OMOUMITEIAaHCOMETPHUH CpeIu ManbuukoB U neBoyek ¢ ALIIT u HIT.

IIpu cpaBHenun mnokaszareneid XXM y nereir B rpymnme ¢ HII Obun BbIsiBIIEH
3HAUYUTENBHBIN NeQUINUT )KUPOBOTO KOMIIOHEHTA KaK Y MaJIbUMKOB, TaK U Y JIEBOYCK.
Bonee Boipaxkenublt aepuuut KM ormevancs y maiapuukoB 85,5% (n=25), yem y
neBouek 55,6% (n=11). B nuamnazone HOpMbI 10 coaeprkanuio KM Haxomunuch 44,8%
(n=9) neBouek u ToabKO 14,8% (N=4) ManbuukoB. Jlereit, nmeromux n30bTok XXM, B
uccieayemMon rpymmne He Obuto. Pazmuums mokazatenss KM mexay MadbuuKamu U

JIeBOYKaMU ObLIM cTaTHCTHYeCKH 3HaYuMBI (p=0,041) (puc. 9).

90 85,2
%0 p=0,041
70
60 55,6
50 44,8 HepocTaTok KM
40 — Hopma XM
30 ——— M36bITOK KM
10 ——

0 T 1

ManbymKu [EBOYKM

Pucynok 9. Ouenka mapametpa xupoBoil Maccel Tena y aereit ¢ JUII u HII

B 3aBHCHMOCTH OT nona, B %, p — must kpurepus [upcona ().
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IIpu cpaBHeHHMH Mokaszareieid TM MEKIy MalbYMKaMd U JCBOYKAMU B TPYIIIE
nerei ¢ HIT 100% (n=20) neBouek u 85,2% (n=25) manpunkoB umenu aepunur TM B
OpraHu3Me, 4YTO CBHJETEIbCTBYET O BBIPAKCHHOM HCTOIICHUH OEIKOBOrO JIETO
opranusma. Tosbko 14,8% (N=4) MaJIbYMKOB U3 TPYIIITEI UMETA HOPMAJIbHBIC TOKA3aTeNIN
TM. Jlereii ¢ u3bpiTkoM TM B nanHoil rpynne He Obut0. [1o mokazarento TM oTtmedena

TCHACHIUA K CTATUCTUYCCKUM 3HAYUMbBIM PA3JINIUAM MCKAY MaJIbUMKaMH U ICBOYKAMHA

(p=0,091) (puc. 10).

120

p=0,091 100
100
85,2
80
HepocTtaTtok TM
60
Hopma TM
40 n36bITok TM
20 14,8
0
0 T 1
Ma/IbYUKK LEeBOYKN

Pucynok 10. Ouenka mapamerpa tomeit maccel tena y aerert ¢ JILII u HII

B 3aBHCHMOCTH OT 1on1a, B %, p — st kputepus [upcona (y2).

[Mpu anamuze mapamerpa AKM MOXHO caenath BbIBOA, uTo 66,7% (n=20)
MaJIbYMKOB U 55,6% (N=11) neBoyek MMeNH MOKa3aTeIu HIKE MPaHUIlbl peepeHCHBIX
3HAUEHUMN, CBHUJIETEILCTBYIOMMUE 00 nedunmre Oenka B opranusme. [lo comepskanuro
AKM 33,3% (n=9) manbuukos u 44,4% (n=9) neBoYyeK HaXOUIKCH B JUAITa30HE HOPMBI.
Herteit, umeromux n3061Tok AKM 1o jaHHBIM aHaIM3a TKAHEBOT'O COCTaBa TeJla, B TPyIIIe
He ObLI0. 3HAYMMBIX pazinuuii no nokazarento AKM mexay MaburKaMu U I€BOYKAMU

He nonyueHo (p=0,451) (puc. 11).
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80

p=0,451
70 66,7 ’
60 55,6
50 444
HegocTtaTok AKM
40 3
23,3 Hopma AKM
30 ——
n36bIToK AKM
20 +——
10 ——
0 T 1
ManbYymKK [EBOYKM

Pucynok 11. Ouenka napamerpa akTUBHOU KJIETOYHOU Macchl Tena 'y aerei ¢ LI

u HII B 3aBucuMoOcTH OT nona, B %, p — 1st kputepus [upcona (i2).

IIpu cpaBHuTENnbHOM aHanmu3e napamerpa CMM B rpynne aereit ¢ HII 55,6%
(n=16) mampumkoB u 77,8% (N=16) nmeBouek uMenw HU3KHME 3HadYcHHs. [lokazarenn
napamerpa CMM vy 22,2% (n=4) neBouek u y 40,7% (n=12) Mab4YnMKOB HAXOIUJIHCH B
npenenax pedpepeHcHOro nuamnazoHa. JleBouek ¢ u30bITKOM MO JaHHOMY ITOKA3aTeNio B
rpymrne He Obuto, TombKO 3,7% (N=1) wmampumkoB wumenu mnokazarean CMM,
MPEBBIMIAIONIME HOPMATUBHBIM Auana3zoH. CTaTHUCTHYECKH 3HAYMMBIX Pa3Idduil
napamerpa CMM Mmexay MaabuyukamMu U JieBouKamMu He omnpenensiioch (p=0,272) (puc.
12).

[Tapamerp YOO 0Ob11 3HAUUTENHHO BBIIIE BEPXHEH IpaHuIlbl Auama3zona y 85,2%
(n=25) manbuukoB u y 88,9% (n=18) neBouek u3 rpymmsl ¢ HII, 4To cBHIETEIBCTBYET O
BBICOKOW HMHTEHCHUBHOCTH Oa3aJIbHOrO OOMEHa M KaTaOOJIMUECKON HampaBJIECHHOCTH
MeTabonr3mMa y OOJBIIMHCTBA JE€Te MaHHOW rpymmbl. OJWHAKOBBIA MPOIEHT JeTel
oboero mosa — 11,1% (manpuuku — 4, AEBOYKH — 2) UMEIH HOPMaJIbHBIC MOKA3aTeIH

napamerpa YOO (p=0,710) (puc. 13).
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90

80 p=0,272 77,8
70
60 55,6
50 207 HegoctaTok CMM
40 +— : Hopma CMM
30 — 777 n3bbITok CMM
20 +——
10 —— 3,7 0

0 T 1

ManbyYnKn OEeBOYKM

Pucynok 12. Ouenka mapaMerpa CKEJIETHO-MbIIIEYHONM Macchl y naereit ¢ JILII

u HII B 3aBucuMOCTH OT mona, B %, p — 1st kputepus [upcona (y2).

100

% ac 5 p=0,710 88,9
80 —
70 —
60 HepoctaTok YOO
50 —
20 Hopma YOO
30 n36bITok YOO
20 11,1 11,1 —
3,7 e

10 7 0

O T 1

MabynNKn AEeBOYKU
Pucynok 13. Onenka napaMerpa yaelIbHOTO OCHOBHOTO oOmeHa y nereit ¢ JILITT

u HII B 3aBucumocTs oT nona, B %, p — a1 kpurepus [upcona ().

[Tpu cpaBHeHuu mokaszarens OXK ormeueHo, uto y 40,7% (N=12) ManbunukoB U y
61,1% (n=12) neBouek mapamerp OXK Haxoawics B mpejeiax HOPMAJIbHBIX 3HAYCHHM,
YTO CBHJICTEILCTBYET OO0 YJOBIETBOPUTEILHOM BOAHOM Oamance. [loBbiieHHBIC
nokazarenu OX 3apeructpuposansl y 22,2% (n=6) manpurkos u 27,8% (N=6) neBodyexk.
Huskue 3nauenust mapamerpa OX Ovumn y 37,1% (n=11) u 11,1% (n=2) aeBodek.
Craructuyeckoi 3HaunMoi pazHuilbl nokaszatesst OJK Mexly MaJlbuuKaMH U IEBOYKAMHU

He BbIsBJIeHO (p=0,675) (puc. 14).
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p=0,675 61,1
60
50

40,7

40 +— 371 e —— HegocTaTok OX
30 - 278 Hopma OX

22,2
20 n3bbITok OX

11,1
10 +—— ———— —
0 T 1
ManbumKm [eBOYKM

Pucynok 14. Ounenka mapametrpa oOmiei xuakoctu y nerert ¢ JIIT u HII

B 3aBHCHMOCTH OT 1o1a, B %, p — st kputepus [upcona (y2).

IIpu cpaBHenuum mnoxazarens BXX y nmereit o0oero mnona MOXHO OTMETUTb, YTO
40,7% (n=12) manpuukoB u 44,4% neouek (N=9) MMenn HOPMAIBHOE COJCPIKAHHUEC
BHEKJICTOYHOM BOJBI B opranusme. Y 50% (n=6) meBouek u 33,3% (N=6) ManpuuKoB
OTMEYEHO TMOBBIIICHHOE CojepkaHue Tokazarens BXK, cBumerenscTByromee o
HapyIIEHHOM BOJIHOM Oanance, 3ajiepxke xuakocTtu. [lapamerp BXK Hike HopmanibHOMN
rpanuinbl umenmn 5,6% nesouek (N=10) u y 25,9% (n=9) mampunkoB. CTaTUCTHYECKH
3HAYMMBIX pa3nunii mnokaszarened BIXXK y ManpuMkoB M J€BOYEK HE OIPEIEIICHO
(p=0,191) (puc. 15).

60

p=0,191 50
>0 43,4 —
40,7
40 +— S
33,3
HeaocTaTok BXK
30 ——25,9— —
Hopma BX
20 — _— n36bITOK BXK
10 +—— 5,6 —
0 T 1
MaNbYMKM OEBOYKM

Pucynok 15. Ouenka napameTpa BHEKJIETOUHOM xkuakoctu y nereit ¢ JJLIT u HIT

B 3aBUCUMOCTH OT 10113, B %, p — s kputepust [Tupcona (y2).
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[IpoBeeHHBIN CPaBHUTEIBHBIN aHAJIU3 MOKA3aTENe KOMIIO3UIIMOHHOTO COCTaBa
TeJa MO JIaHHBIM OMOUMIIEJAHCOMETPUU MEXAY MaibuukamMu U geBoukamu c¢ JIII1 B
rpynme ¢ HII onpenenun ctaTUCTUYECKU 3HAYUMBIE PA3JIMUKS IO TIOJOBOMY MPU3HAKY
TOJBKO Mo ojHOMYy nokazateno — KM (p=0,041). ITo Bcem ocTalbHBIM TOKa3aTEIIsM
IIapaMeTpoB KOMIIO3MIMOHHOTO cocTtaBa tena y gered ¢ JUII B rpynme ¢ HII B
3aBUCHMOCTH OT I10JIa CTATUCTUYECKHU 3HAUYMMBIX Pa3JInuvid HE MOJIYy4YEeHO. Y JIEBOYEK U
MasibunkoB ¢ JIIII u HII u3meHeHuss KOMIO3MLIMOHHOIO COCTaBa Tejla HOCUIIU
OJIHOHAITPABJICHHBIN XapaKTep.

[Ipu comocraBiieHUU TMOJMY4YEHHBIX pe3yibTaToB y aereir ¢ HII u 6e3 TakoBoii
OYEBHUJIHO, 4TO nanueHTsl ¢ HII npu 1ONOJIHUTENEHOM aHaln3€ MOKa3aTeaed TKAaHEBOTO
COCTaBa Tejia IEMOHCTPUPYIOT OoJiee TIIyOOKHEe HapyIIEeHUsI HyTPUTUBHOIO CTaTyca I0
BceM mapamerpam BUA, dyem netu Ge3 HemoctaTtouHocTw nutanus. B rpymme ¢ HII
MPAKTUYECKU HET IETEH, MPEBBIIAIOIINX JUAMA30H HOPMAIBHBIX 3HAYCHUN MAPAMETPOB
KM, AKM, TM, CMM. bonee 50% nereii o000ero 1oja IO ITOKa3aTelIsIM
BBILIEIICPEYUCIICHHBIX [MAPAMETPOB, XapaKTEpU3YIOIIUX HYTPUTUBHBIE HApPYILICHUS,
HAXOJIWJIMCh HIXKE JUAla3OoHa HOPMAIBHBIX 3HAYEHUW, YTO CBUJIETEIBCTBYET O
BBIPOKEHHOM JieUIIMTE OOIIETo KHUpa, OeliKa, CKEJIETHO-MBIIIEYHOMN, KIETOYHOM MacChl
y aerer ¢ JLIT u HIL. Ilpu cpaBHuTEensHOM aHanuse nokasarteneid bUA no mosoBomy
[IPU3HAKY, 3HAUMMBIE PA3JIMYMS [TOJYYEHBI TOJIBKO 110 OqHOMY mapamerpy — KM. Tak, B
rpynne 06e3 HII mnpomeHT neBodek, HMEWOIMX MokKa3zarenn mnapamerpa KM,
MPEBBIIAIONINE BEPXHIO TPaHUIy WM HAXOJAIIUXCS B JUANa30HE HOPMBI, OBLIO
JIOCTOBEPHO BBILIE, YEM MAIbYUKOB.

B rpynne ¢ HII mpoueHT neBoyek, HaxoAsSUIMXCS B JUAINla30HE HOPMAJIBHBIX
3HaueHui napametpa KM, Taxxe ObUT1 O0JIbIlIE, YEM MTPOLIEHT MaIb4YMKOB. [leTelt 00oero
roJja, uMermux nokasarenu KM, npeBblaronme AMarna3oH HOPMAaTUBHBIX 3HAYCHUH,
B JIaHHOM Tpytie He 0but0. HeoOxoaumo nmoauepkHyTh, 4To 1o napamerpy YOO Oonee
80% Kak MaJIbYMKOB, TaK M JCBOUYCK, B IPYIIIaX C HEJOCTATOYHOCTHIO MUTAHUS U 0e3
TakoBOM uMenu mnokazarenn YOO Bbplllle AMana3oHa HOPMAJbHBIX 3HAYEHUH, YTO

KOCBEHHO CBUJETENIbCTBYET O KaTa0OJMYECKON HANpPaBIEHHOCTH MeTaboJiu3Ma y aeTei

¢ JIIIT.
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[IpoBeneHHBI KOPPEISUMOHHBIM AHAIM3 IIOKA3aTeJIel AaHTPOIIOMETPUHM U
napamerpoB BMIA B rpynme aereit ¢ HII oOnapyxun, utro UMT wumeer mnpsmyio
JMHEUHYIO KOpPEISUI0 YMEepeHHOU cuiibl ¢ mokazareneM KM (r=0,551, p=0,001) u %
KM (r=0,641, p<0,001) u He mMeeT 3HAYMMOMN KOppeIAlHUH ¢ TapameTpamu BUA,
oTpaxaromumMu 0e3xupoByro Maccy tena (TM), B otnuume ot aereit ¢ LT 6e3 HIL.
Taxoke y AeTeil ¢ HeIOCTaTOYHOCTHIO MUTAaHUSI OTCYTCTBYET 3HAUMMAs KOPPEISIIUOHHAS
ces3b UMT u mapamerpa YOO, B oTiinuue OT TpyMIbl jAeTei 0e3 HeOCTaTOYHOCTH
nuTtanus. MHmekc  Z-SCOre  macca  Tena/Bo3pacT  JEMOHCTPUPYET — MPSIMYIO
MOJIOKHUTENIbHYI0 KOppesinoHHyto ¢Bsizb ¢ AKM (r=0,508, p<0,001) u mapamerpom TM
(r=0,596, p<0,001), HO HE UMEET 3HAUMMOU KOppEIAIUH ¢ mapameTpom JKM.

[Tokazatens z-score UMT/Bo3pacT uMeeT TOJIBKO OJHY CIa0yl0 B3aMMOCBS3b C
napametpoM AKM (r=0,335, p=0,026) u He KOppeIupyeT ¢ OCTAIBLHBIMU MMapaMeTpamMu
onoumnenancomerpun. Mexay mnokazatenamu TKKCT u % KM onpenenena
CTATUCTUYECKHU 3HaUNMasi B3aUMOCBsI3b ymepeHHou cuibl (1=0,405, p=0,018), B oTiinune
ot nerer u3 rpynmnel 6e3 HII, roe He oOHapyxeHbl aHAJIOTMYHBIE B3auMOCBs3H. [lo
nanaeiM Oeffinge D. et al., antpornomeTpryeckas oleHKa HeJJOCTATOYHOCTH ITUTAHHMS 10
BenuunHe TKOKCT mosxer ObiTh Oosiee cnienuduyuna u yyBcTBUTENbHA y feteit ¢ LI
[67].

[TonydenHsle accolMaTUBHbIE B3auMOCBs3M mapamerpa YOO ¢ HEKOTOpPBIMHU
aHTPOMIOMETPUUECKUMHU TToKazaTessiMu y Aeteit ¢ HIT Obutn aHaIOrM4HbI ¢ TAKOBBIMU Y
nereit 6e3 HII. ITapamerp YOO nMen oTpuuareabHy0 CUIbHYIO B3aUMOCBS3b C POCTOM
(r=-0,811, p<0,001), ¢ maccoit Tema (r=-0,833, p<0,001), ymepeHHyIO OOpaTHYIO
B3aMMOCBSI3b C Z-ScOre macchl Tena/Bo3pact (I =-0,490, p=0,003), z-Score pocta/Bo3pacT
(r=-0,424, p=0,013). IToka3atens OX, oTpaxaroIiuii COCTOSHIUE BOJAHOIO OajaHca, UM
CIWJIBHYIO JJMHEIHYO B3aUMOCBS3b ¢ pocToMm (1=0,914, p<0,001), ¢ maccoii Tena (r=0,955,
p<0,001), ymepennyto nosioxutenbHyto cBs3b ¢ Ob (r=0,541, p=0,006) u OII (r=0,594,
p=0,042). OnpeneneHsl CuiIbHbIE JUHEHHbIE B3auUMOCBS3M mokaszatenss BXK ¢ poctom
(r=0,773, p=0,000), ¢ maccoii Tena (r=0,806, p<0,001), ymepennas ces3b ¢ Ob (r=0,563,
p=0,004). Mexny nokazatenem ®Y v aHTPONOMETPUUYECKUMHU JTAHHBIMU HE TOJy4YEHO

3HAYMMBIX B3auMocCBs3en y nereu ¢ LI ¢ HenocTtaTouHOCTRIO MU TAHUSL.
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4.2. Komno3uunoHHbli cocTaB Tesa aetei ¢ JIIII B 3aBUCHMOCTH OT YPOBHA

ABUTaTeIbHBIX HapymieHuid mo mkajge GMFCS u ouneHKH HaBbIKa NHTAHUS

no mkage EDACS

C 1enbio OLICHKH MapamMeTpoB KOMIIO3UIIMOHHOTO cocTaBa Tena y aeteit ¢ LTI B
3aBUCUMOCTH OT YpOBHS MoOTOpHOM akTuBHOCTU 10 Imkajge GMFCS wu cocrosHus
HYTPUTHUBHOIO CTaTyca, MallUeHThI ObLIM pacipeiesieHsl B 1Be rpymnmbl. [lepBas rpynmna
— netu ¢ ypoBHeM |-l1l mo mkane GMFCS, a BTopast — 1eTi ¢ TSHKEITBIMA MOTOPHBIMU
(mBUTaTeNnbHBIMH) HapylIeHUsIMH ¢ ypoBHeM V-V no mkane GMFCS (tabm. 23, 24).

CpaBHHUTENBHBIA aHAIW3 IIOKAa3aTeled IMapaMeTpoOB COCTaBa Tejla y JAETed C
GMFCS I-1ll ¢ HemocTaTOYHOCTHIO TUTAHHSI U 0€3 TaKOBOW BBISIBIJ, YTO CPEIHHE
snauenus AKM, CMM, OX, BX u @V 6bimu ke y nereit ¢ HII, Ho paznuuus Obiiu
cTaTUCTUYECKH He 3HaunMBbl. [1o mapamerpam KM n YOO, nipu cpaBHEHUH I'PYIII, TAKKE

HE TOJIYY€HO 3HAUYMUMBIX paznuyuit (Tadi. 23).

Tabmuma 23. Komnosunmonubelii coctaB Tema agerer ¢ JLII, GMFCS I-llI,

B 3aBUCUMOCTH OT HaJTW4Hs/ OTCYTCTBHA HCAOCTATOYHOCTHU ITHUTAHUA

GMFECS I-111
[Toka3arenp P
Hetu 6e3 HIT (n=6) Hetu ¢ HIT (n=7)
KM, (kr) 1,85 [0,51; 10,33] 2,40 [0,50; 4,11] 0,667
KM, (%) 8,8 [3,5; 38,91] 15,0 [3,26;18,12] 0,534
AKM, (xr) 10,80 [9,30; 12,92] 8,50 [6,50;10,70] 0,253
TM, (xr) 17,50 [14,516 23,06] 15,50 [13,61; 21,07] 0,775
CMM, (kr) 10,40 [5,31; 15,65] 7,30 [5,53; 14,95] 0,886
YOO, (xkxan/m?/cyr.) | 58,30 [53,0; 62,86] 52,20 [49,90; 61,50] 0,806
OX, (xr) 12,80 [10,60; 17,10] 11,30 [10,00; 15,40] 0,775
BX, (kr) 7,60 [6,20; 8,90] 6,40 [5,60; 9,60] 0,775
DY, (rpanyc) 6,65 [5,30; 8,20] 5,49 [3,80; 6,24] 0,317

[Ipumeyanne: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH PA3JIMYUI

MEXIy rpyIniaMy naurMeHToB no kpureputo U ManH-YUTHH.
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CpaBHUTENBHBIN aHAIN3 MOKAa3aTeNel KOMIIO3UIIMOHHOTO COCTaBa TeJla JETEH C
JIIT GMFCS V-V nokasain, 94To cpennue 3HadeHus mapamerpa KM B rpyrme aerei ¢
HII Obuim 3HauMTEeNbHO HMOKE, dyeM B Tpymre jaered O0e3 HII, pasnuuusa Obutn
craructidecku 3HaunMbl (p=0,001) (Tadi. 24). MenuanHble 3HaYeHUS TIoKa3aTeield TM
u AKM B rpymmne nereit ¢ HII 6b1mu 3Haunmo Hioke, yeMm y aetert 6e3 HII (p=0,005 u
p=0,026 cootBercTBeHHO). [Tapamerpst YOO 3HaUYMMO paszauyaliuCh MEXIy JBYMs
rpynnamu u Obutn Beile y aeteit 6e3 HIT (p=0,008). [Tokazarenu rugpatanuu TKaHEH,
OX, BX 6bumu cHmkensl y aeteit ¢ HII, uto cBueTeICTBYET O HAPYLIEHHOM BOJHOM
Oanance, HenocTaTouHOM NUTheBOoM Harpyske (p=0,004 u p=0,002 cCOOTBETCTBEHHO).
3HaueHusa @Y He pa3nuyanuch NpU CPAaBHEHUH U CTPEMUINCH K HDKHEN TPAHULIE HOPMBI

y nereit ooeunx noarpymi (p=0,507).

Ta6bmumna 24. KommosunmoHHbl coctaB Tena aereit ¢ JILII, GMFCS V-V,

B 3aBUCUMOCTHU OT HaJIU4HS / OTCYTCTBHUA HCAOCTATOYHOCTHU ITNTAHUA

GMFCS V-V
[Tokazarenn p
Jletn 6e3 HIT (n=34) Jetu ¢ HIT (n=42)
KM, (xr) 3,01 [0,80; 6,43] 0,90 [0,50; 2,32] 0,001
KM, (%) 17,0 [4,26; 26,05] 4,6 [3,0; 13,53] 0,001
AKM, (kr) 9,75 [8,30; 11,95] 8,65 [6,70; 10,35] 0,026
TM, (kr) 17,65 [15,30; 20,97] 14,30 [12,10; 17,53] 0,005
CMM, (xr) 8,60 [6,35; 11,51] 6,40 [4,50; 10,27] 0,089
VOO, (kkan/m?/cyt.) | 61,25 [52,15; 65,70] 61,0 [57,30; 70,30] 0,008
OX, (xr) 12,95 [11,15; 15,25] 10,45 [8,70; 12,80] 0,004
BX, (xr) 7,0 [6,25; 7,85] 5,80 [5,40; 6,80] 0,002
DV, (rpamxyc) 6,30 [5,12; 8,84] 6,82 [5,55; 8,12] 0,507

[Ipumeyanne: N — KOJIMYECTBO MMALMEHTOB, P — YPOBEHb 3HAYMMOCTH PA3JIMYUI

MEK]ly TpyIIaMH NaiueHToB 1o kpurepuro U ManHa-YuTHHU.

OueHrBas B3aUMOCBSI3U TapaMeTPOB KOMITO3UIIMOHHOTO coctaBa y jumil ¢ JIIIIT ¢

YPOBHEM JIBUT'ATCIILHBIX HapymeHI/Iﬁ N COCTOJIHHEM IIUIICBOro CTaryca, MOKHO
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noa4epkHyTh, 4To y nietet ¢ GMFCS I-111 mapameTpbl KOMIO3UIIMOHHOTO COCTaBa Tella
3HAYMMO HE OTJIMYAIKUCh MPU CPABHEHUM JETEH C HEAOCTATOYHOCTHIO MUTaHUS U 0e3
takoBoi. [letu ¢ HIT, GMFCS V-V nmenu 3Ha4nMbIe pa3indus 1Mo mapaMeTpaM CoCTaBa
TeJa MO CPAaBHEHUIO C JEThbMHU C AHAJIOTUYHBIM YPOBHEM JBUTATEIbHBIX HAPYLICHUN
oe3 HII.

Jlist ompeneneHuss B3aWMOCBSI3U TapaMeTpOB KOMIIOHEHTOB COCTaBa Tella C
OIlcHKOM HaBblka TuTaHus o mkame EDACS Obut chopMupOBaHBI JIBE TPYMIIBI
cpaBHeHUs: 1-1 Tpynma — getu ¢ Oosiee JISTKUMH HApYIICHUSMU HaBbIKA THTAHUS
(EDACS I-lll), 2 rpynma — netu ¢ TsokeiabiMu HapymeHusmu (EDACS 1V-V).
Pe3ynbTaThl cpaBHEHMS NpeCTaBIEHbI B Ta0. 25 u 26.

[Tpu cpaBHennu mapamerpoB coctaBa Tena aereit ¢ JLIT EDACS I-111 moxHo
OTMETUTb, 4YTO cpennue 3HadeHus: KM, % KM 3naunmo Hmke y gereit ¢ HII, uem y
nerei 0e3 nedunura nutanus (p=0,007) (Tabdsu. 25). CtaTUCTUYECKU 3HAYMMAas pa3HUIlA
MEXIy TpyIlnaMu CpaBHEHUSI OTMEUEHA MO MokazaTteno TM, xapakTepu3yromiemMy BCIO

0€3XKUPOBYIO MACCYy TeJa, B TOM YHCIie U OelKoBY10 KommoHeHTy (p=0,017).

Tabmuma 25. Kommnosumuonuwii coctaB Tena aerer ¢ JILII, EDACS I-Ill,

B 3aBUCUMOCTH OT HAJTUYHS / OTCYTCTBUA HEAOCTATOYHOCTH ITMTAHUSA

EDACS I-1lI
[Tokazarens P
Jetu 6e3 HIT (n=26) Jetu ¢ HIT (n=21)
KM, (kr) 4,00 [0,70; 7,50] 1,00 [0,50; 2,40] 0,007
KM, (%) 17,4 [4,2; 27,7] 4,8 [3,2; 14,8] 0,004
AKM, (kr) 10,40 [8,60; 12,10] 8,60 [6,50; 10,70] 0,086
TM, (xr) 18,50 [15,90; 22,30] 14,80 [12,01;18,50] 0,017
CMM, (xr) 9,30 [7,20; 12,00] 7,30 [4,51; 11,30] 0,152
YOO, (kkan/m?/cyT.) 49,85 [45,90; 57,20] 60,90 [49,60; 67,40] 0,016
OX, (xr) 13,50 [11,60; 16,30] 10,80 [8,70; 13,60] 0,017
BIXK, (kr) 7,20 [6,70; 8,10] 6,40 [5,60; 7,60] 0,039
DY, (rpamyc) 5,85 [5,15; 7,00] 6,24 [5,28; 7,20] 0,651

[Ipumeyanne: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3JIMYUI

MEXKTy TpyIIaMH narueHToB 1o kpurepuro U ManHa-YuTHHU.
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Cpennue 3HaueHuss AKM, CMM Owumin Hmwxke y gered ¢ HII, HO 0663
CTATUCTUYECKON 3HAYMMOW TEHJEHIUM Tpu cpaBHeHun (Tabn. 26). Ilokazartenu
napamerpa YOO 6wutu Boitie y aeteit ¢ HII, pasnuuus ObUIM CTaTUCTHYECKH 3HAYUMBI
(p=0,016). ITapametpsr OXK, BXK Obutn Huke y aetedt B rpynmne ¢ HIT (p=0,017 u p=0,039
COOTBETCTBEHHO).

[Ipy cpaBHUTEILHOM aHAIM3€ KOMITO3MIIMOHHOTO COCTaBa Teja y JAeTel ¢
EDACS IV-V cTaTUCTHYECKHM 3HAYUMBIX pa3IMduii HE TOJYyYeHO HHU TIO0 OJHOMY

aHanmu3upyemomy napametpy BUA (tab. 26).

Tabmuma 26. Kommosunmonusiii coctaB tema aerer ¢ JLII, EDACS IV-V,

B 3aBUCUMOCTH OT HaJIW4Hs/ OTCYTCTBHA HCAOCTATOYHOCTHU TN TAHUA

EDACS IV-V
[Toka3zareinp p
Jletn 6e3 HIT (n=14) | [etu ¢ HIT (n=28)
KM, kr 1,80 [0,90; 4,90] 0,95 [0,50; 2,90] 0,150
KM, % 7.8 [3,4; 20,3] 4,8 [2,9; 13,6] 0,099
AKM, xr 9,60 [8,2; 11,00] 8,45 [7,10; 10,31] 0,132
TM, xr 15,51 [13,20; 18,10] | 14,30[12,10; 16,70] | 0,493
CMM, xr 6,80 [5,5; 9,90] 6,40 [4,50;10,20] 0,964
VOO, kkan/m?/cyT. 59,90 [52,75; 74,50] | 63,50 [57,30; 70,33] | 0,655
OX, xr 11,30 [9,7; 13,20] 10,45 [8,90; 12,30] 0,484
BXK, kr 6,30 [5,90; 7,01] 5,70 [5,30; 6,80] 0,257
®Y, rpamychl 7,44 [6,05; 9,35] 6,51 [5,61; 8,12] 0,290

[Ipumeyanne: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3JIMYUI

MEXTy TpyIIaMH narueHToB 1no kpurepuro U ManHa-YuTHHU.

Amnanu3 mokaszateneit coctaBa Tena aereit ¢ JIIII B 3aBUCUMOCTH OT CTEIECHHU
HApYILICHWI HaBbIKA MUTAHUS MPOJIEMOHCTPUPOBAI, YTO U3MEHEHUSI KOMITO3UIIMOHHOTO

COoCTaBa TCJia B BUJIC CHUKCHHA OCHOBHBLIX ITapaMCTPOB, OTBCHANOIINX 3a CTATYyC ITUTAHUSA

(KM, T™M, YOO, OX), BoisiBniensl npu cpaBuenun y aereit EDACS I-111 6e3 HII u ¢
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TakoBo. [Ipu aHanu3e aHANOTUYHBIX MapaMeTPOB KOMIO3UIIMOHHOIO COCTaBa Tela y
nereii ¢ EDACS V-V paznuuuii pu CpaBHEHHMHM TPyII AETed B 3aBUCHUMOCTH OT
COCTOSIHUSI HyTPUTUBHOI'O CTaTyca HE MOJy4YEHO.

JIOTIOTHUTENBHO ISl OLEHKH Pa3Inuui MapaMeTpoB KOMIIO3UIIMOHHOTO COCTaBa
tena y gerer ¢ JLII, B 3aBUCMMOCTH OT CTENEHM HAPYLIEHWW HABbIKA IUTAHUS IO
EDACS, 6bu1 npoBesieH ananu3 napameTpoB bUA BHyTpu rpymmsl gereii ¢ HIT u 6e3
HII. Pe3ynbTaTel npeacraBieHsl B Tao. 27, 28.

[TpoBeneHHBIN aHANTHM3 MTAPaMETPOB KOMITO3UITMOHHOTO COCTaBa Teja y Jere 0e3
HIT onpenenun, uto netu EDACS V-V umenn nokaszatenn TM 1ocToBEpHO HIKE MO
cpaBHeHuto ¢ aetbmu ¢ ornenkorr EDACS I-111 (p=0,012) (Tabn. 27). [To mapamerpam
BogHoro Oamanca OXK m BXX monydeHbl 3HaUMMBIEC pa3Idydus MEXIY MOATPyIIIaMHU
cpaBuenus (p=0,012 u p=0,038 coorBeTcTBeHHO). 3HaueHus YOO, @Y Obumn BbIIIC Y
nereit ¢ EDACS V-V, 9T0 KOCBEHHO CBHUCTECIBCTBYET O 0O0Jiee BBICOKOM YpOBHE
OCHOBHOTO OOMeHa M KaTaboiudeckoi HampaBieHHOCTH wmetabonuszma (p=0,011 u

p=0,049 cOOTBETCTBEHHO).

Ta6muma 27. Komno3unuonHkelii coctas Tena aerei ¢ LI 6e3 HemocTatouHOCTH

[MATAHUSA B 3aBUCUMOCTHU OT OLICHKU HaBbIKa nmuTanus 1o mkaie EDACS

Hetn ¢ JILIIT 6e3 HIT
[Tokazarens P
EDACS I-Il1 (n=26) EDACS IV-V (n=14)
KM, kr 4.01 [0,70; 7,50] 1,80 [0,90;4,90] 0,339
KM, % 17.4 [4,2; 27,7] 7.8 [3,4; 20,3] 0,234
TM, kr 18.50 [15,90; 22,30] 15,50 [13,20: 18,10] 0,012
AKM, kr 10,40 [8,60; 12,10] 9,60 [8,20; 11,00] 0,406
CMM, kr 9,30 [7,20; 12,00] 6,80 [5,50: 9,90] 0,152
YOO, kkan/m?/cyT. 49,85 [45,90; 57,20] 59,90 [52,75; 74,50] 0,011
OX, xr 13,50 [11,60; 16,30] 11,30 [9,70; 13,20] 0,012
BXK, kr 7,20 [6,70; 8,10] 6,30 [5,90; 7,00] 0,038
@V, rpanycsl 5,85 [5,15; 7,00] 7,44 16,05; 9,35] 0,049
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[Ipumedanue: N — KOJIMYECTBO MALUEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3JIMuUi
MEX]ly TpyIIaMu NalueHToB 1o kputeputo U MaHHa-YUTHU.

IIpn ananornuyHoM cpaBHeHuM mapameTpoB BUA y peren ¢ HII mexny
NOJArpyNIaMH, B 3aBUCUMOCTH OT CTENIEHU HApyILIEHUH CIIOCOOHOCTH IpHUEMa MUIIM U
NUTHA, HE MOITYYEHO 3HAYUMBIX paznnuuil (Tadi. 28). BeposTHo, uto y aereit ¢ HII mpu
HapacTaHUU CTENEHM TSDKECTH HApyLIEHWH CIIOCOOHOCTH IpUeMa MHILM U IUThS

HN3MCHCHUA KOMITIO3UITMOHHOTI'O COCTaBa TCJIa HUBCIUPYIOTCA.

Tabmuma 28. Kommo3unmonssiii coctaB Tena aereit ¢ JILII ¢ HemocTaTouHOCTRIO

IMUTAHUS B 3aBUCUMOCTH OT OLIEHKH HaBbIKa muTaHud 1o mkaiae EDACS

Hertu ¢ LT ¢ HIT
Tokazarens EDACS I-111 EDACS IV-V p
(n=21) (n=28)
KM, kr 1,00 [0,53; 2,41] 0,95[0,51; 2,91] 0,810
KM, % 4,8 [3,2; 14,8] 4,8 [2,9; 13,6] 0,824
TM, kr 14.80 [12,0; 18,50] 14.30 [12,11; 16,70] 0,520
AKM, kr 8,60 [6,51;10,70] 8,45 [7,10; 10,31] 0,845
CMM, kr 7,30 [4,50; 11,33] 6,40 [4,51; 10,23] 0,654
YOO, kkan/m?/cyT. 60,90 [49,60; 67,40] 63,50 [57,30; 70,30] 0,386
OX, kr 10,80 [8,70; 13,60] 10,45 [8,90; 12,30] 0,505
BX, xr 6,40 [5,60; 7,60] 5,70 [5,30; 6,80] 0,144
DY, rpaxyc 6,24 [5,28; 7,20] 6,51 [5,61; 8,12] 0,049

[Ipumeuanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH PA3TUYUI

MEXy TpyIIaMH MarueHToB 1o kpurepuro U ManHa-YUTHHU.

BrinonHeHHbIM KOPPETSALMOHHBIN aHAIU3 TApAMETPOB KOMIIO3ULIMOHHOIO COCTaBa
TeJa U OLICHKH HapylleHul HaBbika nuTaHus no mkaine EDACS y nereit ¢ JJLII 6e3 HIT
OOHapy’KUJI OTPULIATEIbHBIE B3AMMOCBSI3U YMEPEHHOM CHIIBI MEXAY YPOBHEM IO IIIKaJIe
EDACS u OX (r=-0,411, p=0,010), BX (r=-0,366, p=0,024), CMM (r=- 0,340, p=0,037)
u TM (r=-0,406, p=0,012). OnpeneneHHble B pad0oTe KOPPEISIIUOHHBIE B3aMMOCBS3U

IMO3BOJIAIOT IIPCAITIOJIOXKNUTL, YTO H3MCHCHUA KOMIIO3HMIIMOHHOT'O COCTaBa TCJIa pe6eHKa C
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JUII ycyryOnsitoTcs npu HapacTaHUM TSKECTH HApYIIEHUW CHOCOOHOCTH MPHUHSITHS
MUIIA U TTUThSL.

OO6nHapyxeHa 3HauuMas psMasi B3aMMOCBSI3b YMEPEHHOW CHITBI MEKIY OIEHKON
EDACS wu mapamerpom YOO vy gereit ¢ JIIT 6e3 HIT (r=0,460, p=0,010).
[IpencraBmsieTcsi JIOTMYHBIM, YTO 3HAYUTEIIBHBIC HAPYIICHWS HaBbIKA MpUEMa IHIIU
NPUBEAYT K ACPUIMTHOMY PAIlMOHY, PA3BUTHUIO HEOCTATOYHOCTH MUTAHUS Y peOeHKa ¢
JUII, yTo B KOHEYHOM UTOTe U OYJET BJIMATh HA MHTEHCUBHOCTbh U HANPABIECHHOCTh
OCHOBHOI'0 OOMEHa.

B pesynbrare koppenmsiunonHoro ananuza y aereu ¢ AT u HII, B cpaBHeHuu ¢
neteMu  0e3  HII, He oOHapyXeHBI aHAJOTUYHBIC B3aUMOCBS3H TMApPaMETPOB
KOMIIO3UIIMOHHOT'O cocTaBa Tejia U oneHkw no mkane EDACS. V nereit ¢ LT u HII
MO>KHO OTMETHUTH TOJBKO OJIHY CJIa0yI0 OTpUIIATENIbHYIO B3auMOCBs3b Mexay EDACS u
napametpom BXK (r=-0,302, p=0,044). C ngpyrumu napameTpaMyd KOMIIO3UIIHOHHOTO
cocraBa Tena W oueHkoil 1o mkane EDACS B rpymnme y gereit ¢ JAUII u

HCIOCTATOYHOCTBIO IIMTAHHUA HE ITOJYUYCHBI CTATUCTUYCCKH 3HAYMMbIC B3aMOCBAA3H.

4.3. OuneHka BJIUSHUSA [IONOJHUTEJIbHOI0 JHTEPAJIBHOIO MNHUTAHMA
HA M0Ka3aTeJIM HYTPUTHBHOro craryca y jaered ¢ JILII m HexocTtaro4yHOCTHIO

IIUTAHUA

[TutarenpHass KOPPEKIMS MOXET OKa3bIBaTh CYIIECTBCHHOE ITOJIOKUTEIBLHOE
BJIMSIHAC HA Hy TPUTHBHBIN CTAaTyC ¥ KOMITO3UITMOHHBIN cocTaB Tena y aereit ¢ JA1IIT [144,
178, 226]. OntumMu3anys MUTaHAS MOXKET ObITh JOCTUTHYTA IYyTEM yYBEIHMUYCHHUS JOIH B
palroHe BBICOKOKAJIOPUMHBIX TPOIYKTOB, ajanTaleldl TEKCTYphbl M acCOPTHMEHTA
npeaiaraeMeix 007 K moTpeOHocTsM manmenta [61, 63, 200, 236]. C uenbro
HYTPUTHBHOW KOPPEKIIUH HCTIOIB3YIOT IOTAIMIO CIEIHAATH3UPOBAHHBIX MUTATEIHLHBIX
cMeceH, aTanTUPOBAHHBIX K BO3PACTy M DHEPreTHYSCKUM MOTPEOHOCTSIM peOCHKa, a
TaKXe ajJbTepPHATUBHBIC U Oe30MacHbIe criocoObl KopmieHus [32, 38, 127].

JIJIst OIICHKH BJIMSIHUS JIOIOJIHMTEIBHOI'O SHTEPAIbHOrO IMHWTAHMS HA ITHIICBOM

cTaTyc OblIa OnpejiesieHa rpymnmna Jietei ¢ ypoBHeM MoTopHbIX HaBbikoB GMFCS IV-V.
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B rpynny Obimum BritoueHsl 18 pereit, u3 Hux 8 wmanbuukoB U 10 JeBodYek.
HenocrarouHocTh nuTaHus cpeHe crenenu Obia onpezenena y 10 geteit, a Tsokenon
creneHu — y 8 marueHToB. Onenka 3pPpekTuBHOCTH U OE30MaCHOCTH HABBIKA TTUTAHUS
cootBeTcTBOBaIa 1o mkaie EDACS I11-1V yposHto.

Bce petm BBIIENIEHHOM TpyNIlbl BOCIHUTBHIBAIIUCH B CEMbBE, POAUTEIN JETEU
JEMOHCTPUPOBAIM  BBICOKYIO  TNPUBEPKEHHOCTh K  COOJIOJEHUIO  BpaueOHBIX
pekoMeHanuid. 3a 6 MecdlleB 0 HACTOSIIEr0 HCCIEIOBaHUS JETH HE TMOJIydalu
CIEIUAIM3UPOBAHHBIE MPOAYKTH TuTaHus. KolnuecTBO crenuanu3upoBaHHOTO
npoaykra coctaBisuio 10-20% oOT MHAMBHAYaIbHOTO CYTOYHOTO OObEMa Kajlopui B
M30KaJOPUMHOM pa3BEICHUHM €KEIHEBHO, JOMOJHUTEIBHO K OCHOBHOMY PpAIlUOHY
nutanus. B Xoje HacTosIIero ucciaeI0Balus HeXKeNaTeNIbHbIX SIBICHUM Ha (DoHE ITpueMa
cmecu s DIl B wum3okamopuitHom paszBeneHun (lkkan/mu) y  geteil  He
3apEeTUCTPUPOBAHO.

B Teyenun Bcero neproaa HyTPUTUBHOM KOPPEKIIUHU OCYIIECTBILIOCH BpaueOHOE
HAOJMIOZICHUE ¥ KOHCYJBTUPOBAHHUE JI€TEH, OMNPOC POIUTEICH O PEryIsipHOCTH
yInoTpeOJICHUs U IEPEHOCUMOCTHU CMECH JIJIs IOTIOJTHUTENILHOTO U TaHus narueHtamu. C
1[EJIbI0 OIEHKH HYTPUTUBHOTO CTaTyca JAeTel, B X0/1e HaOII0eHUsI ObLIIO OpraHU30BaHO
TPU BU3UTA. HCXOJIHO, Yepe3 3 mecdlla u yepes 6 MecsIIeB.

KommiekcHast oOLEHKa HYTPUTHBHOTO CTaTyca, BKIKOYAIOIIAS MPOBEICHUE
aHTPOTMIOMETPHUH, aHATIN3 KOMITO3UIIMOHHOTO COCTaBa TeJia, onpe/ieJieHUe J1a00paTOPHBIX
noKaszaresiel ¥ ypOBHS KaJbI[UMO0JIa B CHIBOPOTKE KPOBU, ObLJIa BHIMOJHEHA UCXOIHO U
M0 UCTEUYECHUU 6 MECSIIEB UCIOJIb30BAHUS JJOMOJIHUTENBHOTO SHTEPAIbHOIO TUTaHus. B
3 Mecsma HaOMIOAEHUS OBLI OCYIIECTBICH KIMHWUYECKHH OCMOTp JETeH, OIleHKa
MEPEHOCUMOCTH CMECH M KOHTPOJIb OCHOBHBIX aHTPOINOMETPUYECKUX IMapaMeTpoOB,
KOTOPBIM MPOJEMOHCTPUPOBANl CTATUCTHYECKH HE 3HAUYMMOE YBEJIMYEHHE OCHOBHBIX
nokasaresiei antponomerpuu aereut ¢ JALI1. Menuanubie 3HaueHust Macchbl Tena — 13,5
[12,60; 21,70] xr, u pocta — 120,8+18,9 cM, BO3poCiIu B CpaBHEHUH C HCXOIHBIMU
nokazaressiMu Maccel Tema — 12,00 [12,0; 18,7] xr, u pocta — 119,6+18,7 cM, Aereid, HO
0e3 craructuueckux pasznuuuit (p=0,098 u p=0,867 coorBeTcTBeHHO). [0 MOKAa3aTEmIO

WMT ompeneneHo He 3HAYUMOE YBEIMUYCHHE cpeaHnx 3Hadennii 1o 11,40 [10,60; 11,60]
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KI/M? B CpPaBHCHHMH ¢ MCXOAHbIMHU mokaszareimsmu 10,70 [9,2; 11,10] kr/m? (p=0,092).
Bemnuuna  z-score MIMT/Bospact  Bo3pocia B JUHAMHKE  HAOJIOJCHUS
no -2,05[-2,41; -1,28], B cpaBuenuu ¢ -3,0 [-3,0; -3,01], u nemoHCTpHpOBaia JIAIIH
TeHaeHuoo K pasnuuuio (p=0,05). IlomydyeHHble pe3yiabTaThl aHTPOMOMETPUUYECKHUX
m3Mmepenuil nereid ¢ LT gepes 3 mecaua poranuu J9I1 He mpomeMoHCTpUpoOBaIu
CTATUCTUYECKU 3HAYMMBIX PA3JIUYUM, YTO MOCIYKUJIO OCHOBAHUEM IS TIPOJIOTKEHUS
MIPOBOANMOMN HYTPUTUBHON KOPPEKLIUH.

Ananu3 mapameTpoB (usnyeckoro passutus aereit ¢ LT B ucxogHoi Touke u
yepes 6 MecAleB TMOKa3al CTaTUCTUYECKH 3HAYUMOE YJIydllleHHe OOJBIITNHCTBA
nokaszaresyieil 1 MHAEKCOB aHTporiomeTpuu (Tads. 29). [Tokazarenu pocta y aeTen ctaiu
BbIIIE yepe3 6 MecsueB u cocraBuiu 122,78+18,7 cm Bmecto 119,6+£18,7 cm, HO pa3HuLa
Obl1a cratuctuyecku He 3Haunma (p=0,080). Macca Tena u BenuurMHa Z-SCOre MaccChl
TeJ1a/BO3pacT BO3POCIU B IMHAMUKE TOCJIE JIOMOTHUTEILHON SHTEPATbHON KOPPEKIIUU
(p=0,008 u p=0,017 coorBercTBeHHO). [Tokazarens UMT 3naunmo yBeauumiics ao 12,50
[10,70;12,60] kr/m*> B otiaumuue ot ucxoxnoro 10,70 [9,2; 11,10] kr/m? (p=0,011).
Bemnunna TKXKCT, oTpaxkaroiias coctosiHre nepudepruyecKkoro >KMpoBoro JAemno, craia
Oounblie vepe3 6 mecsieB nuratesnbHor kKoppekuuu (p=0,033). [To mHmekcy z-Score
TKXKCT/Bo3pact Takke TMOJMYyYE€Hbl JOCTOBEPHBIC pa3iMyus TOCJE JIOTalUH
JOTIOHUTENBHOTO dHTepanbHOoro mutanus (p=0,021). OkpyXHOCTH IJIe4a KOCBEHHO
KOPPEJIUPYET C COAEPKaHUEM MBIIIEYHON Macchl B opranusme [ 15, 24]. [To noka3zarento
OKPY’KHOCTH TIJIeYa OTMEUEHO JIMIIh HE3HAYUTEIbHOE YBEIWYCHUE MEIMAHHBIX
3HAYEHUH MPU KOHTPOJIbHBIX U3MEPEHUSIX 4Yepe3 6 MecAleB y eTell JaHHOW TpyMIIbI.
CpenHue 3Ha4Y€HUSI OKPYKHOCTH OeApa BO3POCIH, HO CTAaTUCTHUUYECKU NPU CPaBHEHUU

ompeessiach TOJIbLKO TeHACHIMS K pazinnunio (p=0,068).
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Ta6numa 29. [lokazarenu antponomerpuu aereit ¢ AT u HIT B tunamuke

Hetn ¢ JILII
[Toka3zarenp p
HCXOJHO yepe3 6 MecsieB
Macca tena, (Kr) 12,00 [12,0; 18,7] 15,10 [13,70; 23,70] 0,008
Pocr, (cm) 119,6£18,7 122,78+18,7 0,080
Z-score, poct 0,39 [-0,52; 0,84] 0,39 [-0,47; 0,84] 0,724
Z-Score, Macca Tea -1,56 [-3,0; -1,2] -0,90 [-1,50; -0,20] 0,017
HNMT, (kr/m?) 10,70 [9,2; 11,10] 12,50 [10,70;12,60] 0,011
z-score, UMT -3,0 [-3,0; -3,01] -1,75 [-3,00; -0,95] 0,008
OI1, (cm) 14,75+0,50 15,94+1,88 0,102
z-score, OIT -3,71 [-4,35; -2,19] -3,67 [3,95; -2,72] 0,471
TKXKCT, (Mm) 10,0£2,0 14,89+3,95 0,033
z-score, TKOKCT 0,06 [-0,29; -0,60] 0,90 [0,55; 1,02] 0,021
OB, (cm) 24,25+2.75 26,00+5,38 0,068

[Iprmedanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IMYHM

MEXIy TpyIIaMy ManueHToB o kputepuro W BunkokcoHa.

Pe3ynbTaThl aHamM3a KOMIIO3UIIMOHHOTO cocTaBa Tena y aeteidt ¢ LTI na done
nUTaTeNbHOM Koppekuuu mpencraBieHbl B Tabmwuie 30. [lokazatens XXM 3Haunmo
YBEJIUYMWIICA B JUHAMUKE HAONIOACHHWI, YTO CBUJAETEIHCTBYET O IOJIOKUTEIBHOM
HHEPreTUYeCKOM OallaHce, HAKOTIEHWH OOIIET0 KOJIMYECTBA )KUpa B OpraHu3Me peOeHKa
Ha (oHe mnpoBoaumoit koppekimu (p=0,049). Ilo mapamerpy TM omnpeneneHa
CTATUCTUYECKHU 3HAUMMasl TEHICHIUSA B CTOPOHY BO3pacTaHMs 3HAYeHUH napamerpa TM
yepe3 6 MecsleB, YTO KOCBEHHO CBHUAETEIbCTBYET 00 YBEIMUYEHUHM Jeno Oenka B
opraHu3mMe peOeHKa U MOJITBEPKAAET JOCTATOYHOCTh OEIKOBOrO KOMIIOHEHTA B palluOHE
(p=0, 017). IMapamerp AKM nmen cTaTUCTUYECKH HE3HAYMMYIO TEHACHIIUIO K POCTY Y
neteit nannoit rpymnmsl (p=0,440). 3HaueHus mapameTpa yAeIbHOTO OCHOBHOTO OOMEHa
CTaJIA CYILLIECTBEHHO HUXKE uepe3 6 Mecs1eB HaOI0AeHU M, YTO MO3BOJIAET NPENOIOKUThH

00 W3MEHEHWW HaIPaBICHHOCTH MeTaboiau3Ma Ha (OHE HYTPUTHUBHON KOPPEKITUU

(p=0,015).
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Ta6muma 30. Komno3unmnonnsiii cocta Tena y aereit ¢ LI ¢ HII B qunamuke

[Toxazarens HCXOJTHO yepe3 6 MecsI1IeB p
AKM, kr 6,90 [6,50:12,30] 9,50 [6,90; 11,60] 0,440
TM, kr 11,71 [11, 40; 17,50] | 13,60 [12, 65:19,50] 0,017
CMM, kr 4,30 [3, 30; 10,92] 7,60 [4,30;10,60] 0,069
KM, kr 0,60 [0,40; 1,0] 1,60 [0,40; 3,30] 0,049
KM, % 3,7[2,9:8,7] 12,6 [3,7; 18,6] 0,069
VOO, kkan/m¥/cyt. | 70,30 [57,41; 72,40] | 65,60 [51,80; 66,60] 0,015
®Y, rpajychl 7.15 [6,34; 7,50] 6,30 [5,64; 9,30] 0,722
O, kr 8,50 [8,40; 12,80] 9,90 [9,20; 14,30] 0,013
BIK, kr 6,50 [5,23; 7,20] 6,40 [5,40; 7,27] 0,213

[Iprmedanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IHMYHM

MEXIy IpyIaMu MaueHToB mo kputepuro W BuikokokcoHa.

3HaunMast OJIOKUTENIbHAS TEHICHIIMS B CTOPOHY YBEJIMUEHUS JICTIO KUpa U Oeka
B OpraHu3Me JIETeN UCCIIeayeMOM rpynibl 1o faHHbiM bUA noaresep:xaaet pe3ynbTarhl
MPOBEICHHOM aHTPOINOMETpuu depe3 6 mecsanes potauuu 311 — yBenmnuenune macchl
tena, UMT u TKXCT. Ilokazatens ruapatanuu TkaHed OXX cranm Bbiie u
CBUJICTEJILCTBOBAJ 00 yJiyulieHuu BojgHoro Oananca (p=0,013). MenuanHbie 3HaYCHUS
@Y HECKONbKO CHU3WIUCH MPU KOHTPOJIHLHOM HCCIEIOBAaHUU, HO 0€3 3HAYMMBIX
pazmmunii (p=0,722).

B ucxone nepuona Haobmroaenuii 12 nereit (66,6%) yayurmmnm nokasarenn UMT,
Py STOM OIlEHKa HEJOCTAaTOYHOCTH TUTaHUsA MO BenuuuHe Z-Score MMT/Bospact
COOTBETCTBOBAJIA JIETKOW CTEMEHU WJIU ee OTCyTCcTBUIO. Y 6 nereit (33,3%) u3 rpymnmbl
yepe3 6 mecsueB potauuu JIII1 mokazarenu z-score UMT/Bo3pacT COOTBETCTBOBAIH
YMEPEHHOMW UJIU TSKEION CTENEHU HEJOCTATOYHOCTH NMUTAaHUs. 110 TaHHBIM MPOTOKOJIOB
BUA, y Bcex mauuentoB (N=18) ObUIN 3aperucTpupOBaHbI MOJOKUTEIbHBIE U3MEHEHUS
KOMIIO3UIIMOHHOT'O COCTaBa Tejia B BUjJe yBenumueHusi napametpoB KM, AKM, TM,

CHIDKEHU 3HaueHus nmapamerpa YOO.
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Pe3ynbrarhl OLIEHKM J1a0OpaTOPHBIX IOKa3aTelied HYTPUTHUBHOTO CTaTyca H
ypoBHs 25(OH) D nereii ¢ LTI, nmonyvaronux JOMOIHUTEIBHOE SHTEPATLHOE MUTAHUE,

IpeacTaBiIeHbI B Taduuie 31.

Tabmuma 31. Jlabopatopubie okazarenu y nerer ¢ JIIII ¢ HemocTaToOUHOCTHIO

IIMTaHUA B JUHAMHKC Ha (l)OHe A0TaouX AOIMOJTHUTCIIBHOT'O SHTCPAJIbHOI'O IINTAHUA

[Tokazarenu Pedepencrrre Ucxonno Uepes 6 mecsiieB p
3HAYCHUS
OO6mmii 6enoxk, (r/1) | 60,0-80,0 r/n [69,27??;’97%,15] [68,2771;%170] 0,575
AnbOymuH, (/1) 35,0-52,0 r/n [43,;5;’32,90] [43’;116;’358’20] 0,674
Tpaucdeppusn, (r/m) | 2,00-3,60 r/n 2, 5%’;82’31] 2, 435’;035’ 63] 0,345
ATIL, (10>9/) 1’12 (());39’/?10’ [2,13;’;6&(3),34] [2,3%3’;62,27] 0,249
N®P-1, (ar/mn) 49-327 ur/mn [44;;4;6%,50] [105:!'](_);55_%1’0] 0,180
25(0OH) D, (ur/mmn) 30-100 ur/mu [7’::%[;3%?41] [13,721;’?3%,64] 0,917

[Iprmeuanue: N — KOJMYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTH Pa3IMYHM

MEXIy TpyIaMy MaiueHToB mo kputepuro W BukokokcoHa.

AHanu3 nabopaTopHbIX MOKa3aTeiaeil HyTpUTHUBHOrO craryca y aereid ¢ JLII u
HII, nonyyaromux nmuTaTeIbHYI0 KOPPEKIUIO, MOKa3ajl, YTO BCE MOKA3aTeNu OEIKOBOTO
oOmena (oOmmii Oenok, anbOymuH, TpaHceppun), HUDP-1, AYJI o nHavana
MUATATEJIbHOW KOPPEKIMKM HAXOAWINCh B Mpenenax pedepeHCHbIX 3HadueHuil. Yepes 6
MECSIIEB ~ HYTPUTUBHOW  KOPPEKIIMU  CTATUCTHUYECKA 3HAYMMOTO  yBEIWYEHUS
7abopaTOPHBIX MOKa3arenei oenkoBoro oomena y nereit ¢ LI He onpeneneHo.

Camwxenust ypoBHsi AUJI menee 1,8x10%9/n He 3aperucTpupoBaHO HU Y OJHOTO
peoenka ¢ HII B Hactosmem wuccinenoBanun. VcXomHo ®  moclie  JIOTallUH
JIOTIOJITHUTEJILHOTO JHTEPAIbHOTO NHUTaHus ypoBeHb AYJI Haxomuiics B mpenenax

HOPMAJIbHBIX 3HaYEHUH Yy BCEX JIeTel, 0€3 3HaYUMBbIX pa3nuunii B fuHamuke. [lokazarenu
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N ®P-1 naxoaunuck B npejenax peepeHCHOro Auana3oHa y BCeX MalMeHTOB B IpyMIe
BMEIIIATEIHCTBA U 3HAYMMO HE BO3POCIHU Ha ()OHE HYTPUTHUBHON KOPPEKIIUH.

HcxoaHo cpenHre 3HaYEHUS KaJbIMAMO0JIa COOTBETCTBOBAIN YPOBHIO JAeduUIIUTa
Butamuna D 13,49 [7,3; 20,40] Hr/mi, mnpu 3ToM NOPOPHIAKTHYCCKYIO 03y
XOJIeKaIbIH(pepoia AeTH He TIOMyYald Wi UMENl MECTO KypCOBOM MpHEM Mpemnapara.

J1J1st KOppeKIMK HEIOCTAaTOYHOM 00ecredeHHOCTH BUTaMUHOM D, ycTaHOBIIEHHOM
B HACTOSIIEM HCCIEAOBaHUM, BCEM JIETAM ObLT PEKOMEH/IOBAaH IMpenapaTr BOJHOTO
pacTBOopa XojeKkaiabuu(eposia, B 3aBUCUMOCTH OT HMCXOJHOTO YPOBHS KaJbLHAIUOJIA
(25(OH)D) B cbiBOpOTKE KpoBH: Iipu ypoBHE MeHee 10 uHr/mi — 4000 ME B cyTku, npu
ypoBHe 10-20 ar/mi — 3000 ME B cyTtku [26]. [IpomomkuTeIbHOCTh Kypca KOPPEKITUH
coctaBmia 30 gHen.

[To uctedeHnun ogHOTO MecsIla MprUeMa BOJHOTO pacTBOpa XoJyieKanbiudeposa y
80% (n=15) nmeteii MeaMaHHBIC 3HAYCHUS KAIBIUINOIA B CBIBOPOTKE KPOBU JOCTUTIIU
ypoBHs 21,64 [13,75,30,65] ur/mi, y 20% (N=3) coxpansuics nepunut ButamuHa D, u
npuemM JedeOHOM 103bl pacTBOpa XoJjekabiindeposna ObUT MPOJOHTUPOBAH eile Ha 14
nHed. B mocnenyromeM Bce JI€TH MOJydainud MNPOPUIAKTUYECKYIO J03Yy pacTBopa
xonekanbiudepona — 1000 ME/ cyTku.

AHanmu3upys pe3ysbTarsl, nonydeHHble B rpymnme gered ¢ JILIT u HII yepe3 6
MECSIIIEB NMUTATEIbHOW KOPPEKLHH CIEIUATU3UPOBAHHON cMechio «HyTpu3oH DaBaHC
Hytpunpurak»® (CepManus) B M30KAIOPUIMHOM pa3BEAECHUH, MOXKHO CIENIATh BHIBOJI, YTO
JOTIOJTHUTENbHAS JOTALMS SHTEPATBHOIO CIEHHATM3UPOBAHHOIO MHUTAHUS TPHUBENA K
YIYYIICHUIO CTaTyca MNUTaHus Oojiee 4YeM y TOJIOBUHBI JIeTel B TpyMIe, OKas3aia
MOJIOKUTEIBHOE BIIMSHUE HA KOMIIO3UIIMOHHBIM COCTaB Tella W HANpPaBIEHHOCTh
MeTabonmmu3ma [227]. OnpenensemMbie 1adbopaTopHbie MapKepbl OeIkoBoro oomena, IOP-
1, AYJI, wm3HauaapbHO HAXOJUBIIHMECS B TMpenenax pedepeHCHBIX 3HAYEHUH, HE

MMPETEPIICIIN SHAYUMBIX W3MEHCHUM NOCJIe MUTATSIILHOU KOPPCKIOHH.
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I1asa 5. IPOTHOCTUYECKHUE KPUTEPUU PUCKA PA3BUTHS
HEJOCTATOYHOCTH MATAHUS ¥ AETEMN C 1T

5.1. OmnpenesieHue AMATHOCTUYECKON 3HAYMMOCTH AHTPONOMETPUYECKHX
HHIAEKCOB H TMapaMeTPOB KOMIIO3MLIMOHHOIO0 COCTaBa Tejda JJIA OLEHKH

HYTPUTHUBHOIO ctarycay aereu ¢ LTI

C wenbro ompeAcieHUs AUArHOCTUYECKOW 3HAYMMOCTH AHTPONOMETPUYECKUX
WHJEKCOB M NapaMeTpPOB KOMIIO3MLMOHHOIO COCTaBa TeJa, aCCOLUUMUPOBAHHBIX C
HAJIMYMEM HEAOCTaTOYHOCTH mnutanus y naered c LI, Obu1 mpumMeHeH MeTo[
MHOTO()AKTOPHOTO JIOTUCTUYECKOTO PETPECCHOHHOIO aHaiau3a. B oCHOBy MmeTona
MOJIOXKEHO CO3/IaHWE€ MOJENH [UJIsl OLIEHKM pPHCKa C HCIHOJIb30BAHUEM YpaBHEHUS
JIOTUCTUYECKOM perpeccud. Ha mnepBoM 3Tame aHanu3a C NPUMEHEHUEM METO/OB
OMHAPHOU JOTUCTUYECKON PEerpeccuu ObUIM BBIACICHBI TPYIIBI TAKUX HE3aBHUCUMBIX
MEepEeMEHHBIX, KaK KIMHUKO-(yHKImoHansbHele — EDACS V-V, GMFCS V-V,
cmemanHas ¢opma I, cnactuueckas ¢opma LI, mpueM aHTUKOHBYJIHCAHTOB,
anTponioMmerpuueckue (z-score TKXKCT/Bospact, z-score OIl/Bo3pact, z-SCore
NMT/Bo3pact) — u mapameTrpbl KoMmmo3uimoHHoro coctaBa Tena (KM, AKM, TM,
CMM, OX, BX). B norucrtuueckyro perpeccuro ObUIM BKJIIOYEHBI IOKa3aTelH,
CTAaTUCTUYECKU 3HAUMMO paznudaronuecss B rpynmax aered ¢ HII u 6e3 HIT wim
uMeroIne TeHaeHuio K pasmuunto (0,05<p<0,1), Bcero 14 mepeMeHHBIX.

JIns WCHONb30BaHUs B aHAIM3€ JIOTUCTUYECKOW PpETrpeccuy IapaMeTpOB
KOMITO3UIIMOHHOTO COCTaBa TeJia MPeIBAPUTEIHHO KaX bl MOKa3aTe b ObLT pa3/ieicH Ha
JBe KaTeropuu: 3HaueHue «0» MpUCBaMBAIIOCH, €CIM WHAMBUAYAJbHBIM MOKa3aTesb
pebeHka ObLT HUKE PACYETHOI0 HOPMATHUBHOI'O MIOKA3aTels 110 MPOTOKOITY, 3HAUCHHE « 1)
— ecnM TmoKa3arenb peOeHka ObUT BBIIIE HOPMATHBHOTO TMOKa3arens. PacdeTHbie
HOPMATHUBHBIEC MTOKA3aTelId apaMeTPOB KOMITO3UIIMOHHOTO COCTaBa Tella YKa3bIBAIOTCS
B KaXJIOM TPOTOKOJIE U YYHTHIBAIOT POCT, BEC, MOJ M Bo3pacT pedeHka. B Tabn. 32
MPEACTABICHO pa3/ieJIEHUE NapaMeTPOB KOMIIO3UIIMOHHOIO COCTaBa Tejla OTHOCUTEIIBHO

HNX HOPMATHUBHBIX 3HAYCHUM.
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Tabmuma 32. Paznenenue mnapaMeTpoB KOMIIO3MIIMOHHOTO COCTaBa Telna,
OTHOCHUTEIIbHO X HOPMATUBHBIX Noka3arenen y gereut ¢ JLI1 B rpynmnax B 3aBUCUMOCTH

oT OTCYTCTBI/IH/ HaJIn4us HEAOCTATOYHOCTHU ITMTaHUA

Hern ¢ LI
[TapameTrpst BUA 0e3 HII (n=40) ¢ HIT (n=49) p
YacToTel % YacToTel %

0 26 68,4% 42 93,3% 0,003
KM, kr

1 12 31,6% 3 6,7%

0 36 94, 7% 45 100,0% | 0,207
T™, xr

1 2 5,3% 0 0,0%

0 28 73,7% 43 95,6% 0,005
AKM, kr

1 10 26,3% 2 4.4%

0 29 76,3% 44 97,8% 0,005
CMM, kr

1 23,7% 1 2,2%
YOO, kkan/ 0 4 11,1% 4 8,9% 0,739
M?/CyT. 1 32 88,9% 41 91,1%

0 15 39,5% 26 57,8% 0,097
OX, xr

1 23 60,5% 19 42.2%

0 12 31,6% 18 40,0% 0,426
BX, kxr

1 26 68,4% 27 60,0%

[IpuMeuanue: N — KOJUYECTBO MALMEHTOB, P — YPOBEHb 3HAYUMOCTHU Pa3IMYHAN

MEXK1y IPyIIIaMU MTALMEHTOB [0 TOYHOMY Kputepuro duiiepa.

B MMpOHeCCC IMOITAITHOI'O BKIIOYCHUA IMPHU3HAKOB B OKOHYATCIIbHOC YPABHCHHC
JIOTUCTUYCCKOM perpeCcCumn OIIPCACICHbI TpU IICPEMCHHBIC, CTAaTUCTHYCCKH 3HAYHMMO
CBs3aHHBIC C IIpU3HAKAMM HCAOCTATOYHOCTU NHUTAHHA. KOB(i)(l)I/IL[I/IeHTBI IMOJIYYCHHOTO

ypaBHEHUS MIPEICTABICHBI B Ta0. 33.
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Tabnuua 33. [lepeMeHHbIEe ypaBHEHUS JIOTUCTUYECKON perpeccuu Ajisi MPOrHo3a

BEPOSATHOCTU PA3BUTHUS HEAOCTATOYHOCTH IUuTaHus y aereut ¢ LI

3 Kooddumuent K . | Vposenn 95% nmoBepuTENbHBIN
ABHCHMAA perpeccun PHTCPII | ayumocTu | O | MHTepBan mis OLLL
nepeMeHHas Banbna . N
(B) (p) HIWOKHHHA | BEPXHHI
z-score OII -1,027 9,911 0,002 0,358 | 0,189 0,679
Z-Score
VIMT -1,722 12,374 <0,001 |0,179| 0,069 0,467
AKM -4,481 5,872 0,015 0,011 | 0,001 0,425
Koncranra -0,498 0,081 0,608 0,608

[Ipumeuanue: OILl — oTHOMIEHNE IAHCOB.

Takum o0pa3om, Mpu CHWKEHUHU TOKaszateneir z-score OIl/Bo3pact u z-score

NMT/Bo3pact Ha KaXAYyI0 €IMHUILY BEPOSITHOCTh HAJTUYHSI HETOCTATOYHOCTH MUTAHUS Y

pebenka ¢ JILII yBenuuuBaetcs Ha 64,2% u 82,1 % COOTBETCTBEHHO, a IIPU 3HAYECHUU

nmapametpa AKM mo pesynerataMm BWMA HMKE HOPMAaTMBHOTO IIAHC HAJIUYMS

HeJlocTaTOuHOCTH nuTanus y peoenka ¢ LI ysenuunBaercs Ha 98,9% (puc. 16).

Kpueble ROC

0,87

0,6

0,41

YyECTEUTENEHOCTL

0,29

0,0

T T
0,2 0,4

T T
0,6 08

1 - CneundcpmHHOCTE

Pucynox 16. ROC-kpuBas nmapaMmeTpoB aHTPONIOMETPUU U OMOUMIIETAHCOMETPUH

JUISL IPOTHO3UPOBAHMKS PA3BUTHS HEIOCTATOUYHOCTH nuTanus y aereu ¢ LI,

[Tnomane mox ROC-kpuBoii cocraBiaser 0,960 (p<0,001), coorBeTCcTBEHHO,

qyBCTBUTEIBHOCTh — 88,2% u cnemmduunocts — 90,3%, a oOmas mpenckazarenbHas
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TOYHOCTh Mojenu paBHserca 89,2%. Bcee

00

9T MaATEMAaTU4YCCKHUC BCINMYMHBI

CBUACTCIILCTBYIOT OTIIMYHOM Ka4€CTBC MOACIIN. HpOBGpKa KOMIIOHCHTOB
HOJ'Iy‘-ICHHOfI MOACIN JIOTUCTUYCCKOM perpecCrumn BBIIOJIHCHA C IIOMOIIBIO MCTOAA
6YTCTp3HHI/IHFa. HpOBGp?IeMI)Ie MNCPCMCHHBIC OCTABAJIMCh 3HAYUMMBIMHU W I1IOKA3aJIHN

CpeaHul YpOBEeHb cMmelleHus (Tadm. 34).

Tab6nuia 34. [IpoBepka MPOTHOCTUYECKOIN BEPOSATHOCTH MaTeMaTHUYECKOM MOJENN

OLICHKM pHUCKA Pa3BUTHS HEAOCTATOYHOCTH mnuTanus y xaered c LIl meromom

OyTCTpAIIUHTA
95%
3aBucuMas Kosppuument CranmapTHas YPOBCHE JIOBEPUTEIbHbIN
perpeccun |CmernieHue 3HAYUMOCTH MHTEDBAN

IIepEMEHHas ®) omuoka )

HWKHUU | BEpXHUU
z-score OII -4,481 -2,824 10,646 0,028 -6,885 | -2,571
Z-score
MT -1,027 -0,273 1,346 0,001 -1,788 | -0,900
AKM -1,722 -1,463 5,732 0,001 -2,428 | -1,038

J1ns pacuera BeposiTHOCTH (P) HAIMUMsI HEAOCTATOYHOCTU MTUTAHUS UCIIOIb3YETCS
dbopmyia ToruT-npeoOpa3oBaHus TUHEUHON PErpecCuu:

P = 1/ (1+e™), rne P — BepoATHOCTH TOTO, YTO IPOU3OMIET MHTEPECYIOLIEE
coObITHE (B JTaHHOM Cllydae, HEIOCTAaTOYHOCTh IUTaHUSA), € — MaTeMaThHdecKas
KOHCTaHTa, paBHas 2,718; F — 3HaueHue ypaBHEHHMsI JIOTHCTHYECKOW PErpeCCU.

VYpaBHeHUE JNHHEHHONW perpeccuy BKIIOYAET KOIPQPUIIMEHTHI, MOTYyYEHHBIC B
pe3ynbTaTe JIOTUCTUYECKOW PErpeccuu, U UMEET BU/:

F=-0,498 —1,027 x z-score OIIl — 1,722 x z-score UM T/Bo3pact — 4,481 x AKM,
rae mepeMennbie Z-Score OIl/Bo3pact u z-score UMT/Bo3pact — WHIAWBUIYaJIbHBIC
nokaszarenu Kaxaoro pebenka. Ilepemennas AKM wumeer 3nauenue «O», ecnu
WHJVMBUAYAJIbHOE 3HAaY€HHE TmapaMerpa Mo pesyibrataM BHUA Huxe pacyeTHOro

rmokaszaTesii W 3HadeHue «I»

HHAWUBUAYAJIbHOC 3HAYCHHUC BbBINIC PaACUCTHOTO

rokKasaressi, ykazaHHoro B npotokosie BUA. BeposTHOCTh Hamuuusi HEAOCTATOYHOCTH
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nutanus (P) nonydaercs yepes JIOruT-npeodpa3oBaHre ypaBHEHUS JUHEHHOM perpeccuu
U Kjaccu(UIMpyeTcsl ¢ MOMOUIBI0 TOYKH paszzaeneHust paBHor 0,56. Ecnu pacuetHoe
3HaueHne Gynkunuu P mensie 0,56, marueHTa MOKHO OTHECTH K TPYTIIE C OTCYTCTBHEM
HEJIOCTAaTOYHOCTU TNHUTaHus, ecnu P Oosbimie win paBHo 0,56 — manuvieHT uMeer
HEJOCTATOYHOCTh TUTAHHUS.

Jl1s1 otieHKH CBsI3U KIMHUKO-GyHKIIMoHANBHBIX (EDACS V-V ypoBeHs, Hannune
AMUJICTICUH, PUEM IPOTUBOCYAOPOKHBIX MPENnapaToB), aHTPOIIOMETPUUYECKUX (Z-SCOIe
OIl/Bo3pact, z-score WMT/Bo3pact, z-score TKXKCT/Bozpact) u mnapaMeTpoB
KOMIIO3UIIMOHHOTO COCTaBa Tejla MO MpOTOKoy Ouommneaancomerpun (OV, XM,
AKM, TM, CMM, OX, BX) ¢ Hegocratounoctbto nutanus y aereit ¢ LIl ¢ ypoBHem
neurarenbHpix  Hapymenumit GMFCS  IV-V  Obul  Takke TNpUMEHEH METO[
MHOTO(aKTOPHOTO JIOTUCTHUYECKOTO perpeccuoHHoro ananusa. Ilapamerpst BUA
peIBapUTENbHO OBUTH pa3/ieficHbl Ha JIBE KaTeropuu: 3HadeHue «0» MpHCBanMBaioCh,
€CJIM UHJIMBUIIYaJbHBIA IMOKa3aTesb peOeHKa ObLT HUKE PACUETHOTO HOPMATHBHOIO
moKasatelis M0 MPOTOKONY, 3HaueHue «1» — ecnMm mokazareiab peOeHKa ObLI BBIIIE
HOPMATHUBHOTO TIOKa3aTens. PacdyeTHble HOpMAaTHUBHBIE TIOKAa3aTeNM MapaMeTpoOB
KOMIIO3UIIMOHHOTO COCTaBa Teja yKa3bIBAIOTCS B KaXKIOM ITPOTOKOJIE OMOMMIIEITaHCHOTO
aHaju3a W YYMTHIBAIOT POCT, BEC, MOJ M BO3pacT pedeHka. B Tabn. 35 mpeacraBiieHO
pa3fielieHue MapaMeTpoB KOMIIO3MIIMOHHOTO COCTaBa Tela OTHOCUTENIBHO HUX
HOPMATHUBHBIX 3HaueHUU. B pesynbTaTe aHanuza mokazarenu z-score OIl/Bospact, z-

score UMT/Bo3pact u AKM accouunpoBalIiuCh C pa3BUTHUEM HEJOCTATOUHOCTHU MUTAHUS

y aereit ¢ AT, GMFCS IV-V.

Tabmuma 35. Paznenenue mapaMeTpoB KOMIIO3MIIMOHHOTO COCTaBa Tena
OTHOCUTEIPHO WX HOPMATUBHBIX mokazareneit y gereit ¢ LI, GMFCS V-V,

B 3aBUCHUMOCTH OT OTCYTCTBUA /HAITM4Us HEOOCTAaTOYHOCTH ITUTaHUA

GMFCS IV-V
[Mapamerpet BUA | detu ¢ JLIT 6e3 HIT (n=40) | detu ¢ ALIT ¢ HIT (n=49)

YacToTbl % YacToThl %

KM, kr 1,00 21 65,6% 35 92,1% 0,007
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GMFCS IV-V
[Mapamerpsr BUA | Jletu ¢ JJLIT 6e3 HIT (n=40) | detu ¢ AT ¢ HIT (n=49)
YacTtoTel % YacToTsl % P

2,00 11 34,4% 3 7,9%

1,00 31 96,9% 38 100,0% 0,457
TM, kr

2,00 1 3,1% 0 0,0%

1,00 24 75,0% 36 94, 7% 0,036
AKM, kr

2,00 8 25,0% 2 5,3%

1,00 25 78,1% 38 100,0% 0,003
CMM, kr

2,00 7 21,9% 0 0,0%
YOO, 1,00 2 6,7% 1 2,6% 0,579
KKaJI/M*/CyT | 2,00 28 93,3% 37 97,4%

1,00 13 40,6% 21 55,3% 0,222
OX, kr

2,00 19 59,4% 17 44, 7%

1,00 11 34,4% 15 39,5% 0,805
BX, xr

2,00 21 65,6% 23 60,5%

[Ipumeyanue: N — KOJIUYECTBO MALMEHTOB, P — YPOBEHb 3HAYMMOCTU PA3JIMYUI

MEKy TPyIIIaMH MalMEeHTOB [0 TOYHOMY KpuTeputo duiepa.

DL 0,298 (95% 4 0,189; 0,679}
z-score Of1 2 o Flna % [10.1890,67)
OLL 0,004 (85% A 0,001, 0,315)
AKM - pon
e AN OLE 0,179 (85% W 0,052, 0 540)
z-score M1 e p=0,003
I 1 1 1
0.001 001 01 1
Pucynox 17. AHTpPOIIOMETPUYECKHUE VHJIEKCHI u IIapaMeTpPhl

6I/IOI/IMHGI[aHCOMeTpI/II/I L IIPOrHO3UPOBAHMA PHCKA PA3BUTHA HCAOCTATOYHOCTH

nutanus y nere ¢ LI, GMFCS IV-V.
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Takum o00pa3oM, NpH CHIKEHMM TMoKaszaTens z-score OIl/Bo3pact u z-score
NMT/Bo3pact Ha KaXAYyI0 €IMHUILY BEPOSITHOCTh HATUYUS HEJOCTATOYHOCTH MMUTAHUS Y
pebenka c JIIIIT GMFCS V-V yBemnuuBaercs Ha 70% u 84,1% COOTBETCTBEHHO, a MpU
cHmkeHun nokazatens AKM mno pesynbraram BMA Huke pacueTHOro HOPMaTHBHOIO
MOKa3aTeliss PUCK UMETh HEJIOCTaTOYHOCTh NMUTaHUs yBeauuuBaeTcs Ha 99% y nerei ¢
JIUII ¢ ypoBHeMm npurarenbHbix HapymmeHui V-V no mkane GMFCS.

Boinenenre aHaJOMYHBIX 3HAYMMBIX TIEPEMEHHBIX, AaCCOLIMMPOBAHHBIX C
HaJM4IueM HejoctarodHoctu nutanus y perer ¢ AT GMFCS V-V, nmoareepxmaer
BBICOKYIO JMAarHOCTUYECKYIO II€HHOCTh JaHHBIX AHTPOIOMETPUYECKUX HHICKCOB U
napamerpa AKM i 1MarHOCTHKM HENOCTAaTOYHOCTH mnuTanus y nerer c¢ LI c

TAKCIIBIMA IBUTIaTCIIbHBIMU HAPYIICHUAMMU.

5.2. K.]'laCTepHLIﬁ aHaJINn3 JAHHBbIX KIMHUKO-MHCTPYMECHTAJIBLHOI'O

HCCJIeJ0BAHUA MNAINUCHTOB C J€CTCKUM HepeﬁpaﬂbeIM mapajauiomM

C wmenmpr0o  ompenesNieHHs  BECOMOCTHM  BKJIAJa  Pas3jM4HbBIX  IIApaMeETPOB
KOMITO3UIIMOHHOTO COCTaBa TeJa, aHTPONOMETPUYECKUX HHAEKCOB, ()YHKIIMOHAIBHBIX
IIKajd JJIs OIGHKM HYTPUTUBHOro cratryca y naereit ¢ JIII Obln mpoBeneH
MHOTO(AKTOPHBIN JABYXATalHBbIM KJIacTepHbId aHanu3. B kiactepHblil aHanu3 ObLIN
BKJIFOUEHBI CIEAYIOIINE IIEPEMEHHBIE, CBA3aHHBIE C OLEHKONW HYTPUTHBHOI'O CTaTyca y
nerei ¢ JIII: mapamerper BUA (KM, BX, OX, AKM, TM, VYVO0O),
aHTpoIroMeTprUeckre WHAEKCH (Z-score MMT/Bo3pact, z-score OIl/Bo3pact, z-Score
TKXKCT/Bo3pact), mnokazarenu (yHKIUOHAIBHBIX IIIKaJ, OTPAXaloUUX YPOBEHBb
neuratenbHbix Hapymienuid GMFCS 11I-V u onenka TsKecTHM HapylleHHWH HaBbIKa
npuema numm no mkaine EDACS IV-V.

Bo Bpems mocnenoBaTenbHOM KilacTepu3ali ObUIO ONPENEICHO TPU KiacTepa
(puc. 18). B nepssiit knactep Bouwtu 60,7% (n=17) nereii ¢ LTI ¢ HeA0oCcTaTOYHOCTHIO
nutanus, 39,3% (n=11) — 6e3 HII. Bo BropoM kiactepe Takxke TOMUHHPYIOT 65% (N=13)
JIeTeH ¢ HeIOCTATOYHOCTRIO muTaHus U 35% (N=7) aeTeit 6e3 HeIOCTATOYHOCTH MU TAHUS.

B tperbem kinacrepe 84,6% (n=11) nereii 6e3 HII, 15,4% (N=2) — neTu ¢ HyTPUTHBHBIM
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nedunurom. Takum o0pazoM, 0OpazoBaiach ABa KiacTepa, MepBbli U BTOPOH, B KOTOPBIX
OOJBIIMHCTBO JIe€T€ C HEIOCTATOYHOCTHIO THUTaHUSA, W TPETHH KIactep — C
MOJIABIISIONIM OOJIBITUHCTBOM JETeH 0€3 HeA0CTaTOYHOCTH TUTAHMS.

Hamu mnpoBelleH CpaBHUTENBHBIA aHAIU3 BKJIKOYEHHBIX IEPEMEHHBIX MEXKIY
CIIOKUBIIMMUCA KiactepaMu. [1o aHTpOImOMETpHYECKMM HHAEKCAM O0XKHJIAEMO CaMble
HU3KHE 3HAYCHUS JIEMOHCTPUPYIOT JETH NEPBOro M BTOporo kiacrepoB ¢ HII mo
cpaBHenuto ¢ nerbmu 0e3 HII (puc. 18). [lomydeHsl cTaTUCTUUECKN 3HAUUMbBIE Pa3IUdMs]
110 BCEM aHTPOMOMETPUUECKUM HHACKCcaM Mexay repBbiM (aetu ¢ HIT) u tpetbum (netu
6e3 HII) knactepom: z-score OIl/Bo3pact (p=0,003), z-score TKXKCT/Bo3pact (p=0,012),
z-score UMT/Bo3pact (p=0,036).

OOpaiaer BHUMaHue, 4TO MO BeaM4MHE Z-SCore MIMT/Bo3pacT Mexay BTOPBIM
kiacrepom (metu ¢ HII) um Ttperbum kiactepom (metu 6e3 HII) He mnomydeHo
CTaTUCTUYECKU 3HaYUMBbIX paznuuuii (p=0,250), a no unaekcam z-score Oll/Bo3pacTt u
z- score TKIKCT/Bo3pacT Mexy aHHBIMU KJacTepaMH pasiudusl ObUIM 3HAYHUMBI
(p<0,001 1 p=0,003 COOTBETCTBEHHO).

Bepostho, y aereit ¢ JJLIT nokazatens z-score UMT/Bo3pacT He Bcerna sBIiseTcs
OOBEKTUBHBIM M OJHO3HAYHBIM 11 auarHoctuku HII B cumy ocoOGenHocTei
¢busnueckoro pa3zBuths pedenka. CienyeT OTMETHTh, YTO MO BCEM AHAIU3UPYEMBIM
aHTPOMIOMETPUYECKUM WHJEKCaM, MpHU CpaBHEHUU KiacTepoB nepsoro (aertu ¢ HII) u
tpetbero (merm ©Oe3 HII), monmydeHbl CTaTUCTUYECKHM 3HAUYMMBIE aAHAJIOTUYHBIC
pe3ynbTaThl, KaK U MPU MPOBEACHUH ONMKUCATEIBLHOTO CPABHUTEIBHOTO CTATUCTUYECKOTO
aHanu3a Mexay apyms rpynnamu geredt ¢ JLIT ¢ HemoctaTouHOCTRIO MTUTaHUS U 0€3
TakoBOW. Bce aHTpomomeTrpuyeckue MHACKCHI ObUTM 3aKOHOMEPHO 3HAYUMO HUXKE Y

JeTel ¢ HelocTaToYHOCThI0 uTanus (p<0,05).



123

Kiacrep 1 Kuracre

_B
il

Kaactep 3

BGMFCS I-II
BGMEFCS III
OGMFCS IV-V

GMFCS
TEEE

BEDACS I-II
BEDACS III
B EDACS IV-V

EDACS

|

-

8 8 88888888888, 8 8 8 &

@ HEeOOCTAaTOK

™

@ HOpMa

n

@ HeIOCTaToK
@ HOpMa
@ u30BITOK

AKM

HEIOCTATOK
HOpMa
H30BITOK

CMM
ogmE

N
o o

"
°
°©

HEIO0CTAaTOK
HOpMa
M30BITOK

p(0]0)
oomE

-

o88883:88888o888830.888¢8
1]

HEIOCTATOK
HOpMa
N30BITOK

0K

oom

=

HEeJOCTaTOK
HOpMa
H30BITOK

KM
o

HEIOCTAaTOK
HOpMa
H30BITOK

BK
ooo

-
7]

o
o

i
I
|

Z-score
TKKCT

h o nbNhrorNwo @«

&l
]

Z-score
HMT

@ HIT et
B HIT ecTh
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JaHHBIX  KIIMHUKO-MHCTPYMCHTAJBHOT'O  HMCCJICOAOBAaHHA  ITAOUCHTOB C  JCTCKHM

1epedpaIbHBIM MAPATHIOM.

[lo mapamerpamM KOMMIO3MLMOHHOIO COCTaBa Te€ja IPU CPAaBHEHUH MEXKIY

KJactepamu (TIEPBOTO M TPETHETO ) IETEH ¢ HEIOCTATOYHOCTHIO MUTAHUS U 0€3 TaKOBOM
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MOJIyYeHbl CTATUCTUYECKH 3HAYMMBbIE Pa3IU4Ms IO BCEM IOKa3aTeNsiM MapaMeTpoB
OuounmIiefaHcHOTO aHanu3a. [lo mapametpy ruapartanuu Tkaned (OXK) HanOonbmIumii
IPOLIEHT JIeTel B Mpelenax HOpPMbI mapaMmerpa oTMedeH B kinacrtepe 0e3 HII 95,8%
(n=12), B nepBom u BTOopoM kiactepe ¢ HIT okomno 50% neteli Takke HAXOAUJIKHCH B
npeaenax HopMaiabHbIX 3HaueHur OXK, Mex 1y BceMu KiracTepaMu MOJTyYeHBI 3HAYUMBIE
orimruus (p<0,001). 3nauenus u30bITKa nmapamerpa BXK 6bun y 95,8 % (n=27) neteit u3
nepsoro kiactepa ¢ HIT u 80,2% (n=10) nereii u3 tpethero kinactepa 6e3 HII, Bo Bropom
Kjacrepe aereil ¢ n3opiTkom napamerpa BXX we Obuto. 1o mapamerpy BIK nomydensr
3HAYMMBbIE PA3TUUMS MEKTY MIEPBBIM U BTOPHIM KJIACTEPOM U MEXKYy BTOPBIM U TPETHUM
(p<0,001u p<0,001, coorBerctBeHHO). [lo mapamerpy TM, oTpaxkaromemy BCIO
0€3>KHPOBYIO Maccy opraHusma, O0oJbIUHCTBO AeTer — 82,1% (n=23) nepBoro kiacrepa
(c HIT) u 90% (n=18) nmereit Broporo kiactepa (¢ HIT) Haxoqumuch B quama3oHe HUKE
HOPMAJIBHBIX 3HAYEHMI 1O CPaBHEHUIO C JE€ThbMHU U3 TpeThero knacrepa (6e3 HII), raoe
92,3 % (n=12) nereli HAXOIUJIKCH B THANIa30HE HOPMBI TapameTpa TM.

[Ipu cpaBHeHuu no napametpy TM mexay kinactepamu nepsbiM (¢ HIT) u Tpetbum
(6e3 HII) u Bropsim (¢ HIT) u Tpetbum (6e3 HII) pazmuuust Obutn 3Haunmsl (p<0,001).
[To mapamerpy AKM, KOCBEHHO OTpa)karollleMy BCIO KJIETOYHYIO MaccCy, OEIKOBBIM
KoMIIOHEHT Teia, 95% (N=19) nmereli u3 BToporo kiacrepa (¢ HIT) Haxomaumuch HUKE
JMana3oHa HOpMaslbHBIX 3HaueHui. Jleteit u3 mepBoro kiacrepa (¢ HII) ¢ Huszkumu
sHaucHusIMH AKM Obu10 TOaBKO 17,9% (n=5), 30,9% (n=4) neteit TpeThero Kiaacrepa
0e3 HII naxoaunuch Huxe HopMbl napamerpa AKM. TlonydeHbl 3HaUMMBbIE pa3auyms 10
napametpy AKM wmexnay cpaBHuBaembiMu kiactepamu (p 1-2<0,001, p 2-3=0,002
cooTBeTcTBeHHO). [0 mokazarento xupoBoro komrnoHeHTa tena (JKM) 6onee 70% nereit
u3 kinactepoB ¢ HII u 6e3 HII nHaxomunuck HUKe Auana3oHa HOpMbI mapametpa. [lo
nokazaremro YOO Bce merm u3 kmacrepoB ¢ HIT m 53,8 % (n=5) mereii 6e3 HII
HaXOJIMJINCh B JUAIa30HE BBINIEC HOPMAJILHBIX 3HAYCHHUH TMapaMeTpa, YTO TaKKe paHee
IPOJIEMOHCTPUPOBAHO B padoOTe.

OOpataeT BHUMaHKUE pacIpeiesieHne KiiacTepoB mo nokazatenmo OY, kocBeHHO
OTpaXalolllEMy COCTOSIHUE BCEX KJIETOYHBIX MEMOpaH OpraHu3Ma U MHTEHCUBHOCTh

oOMeHa BemiecTB. MOXHO OTMETUTh, 4TO Tokaszarenu DY oueHb MPOTUBOPEUUBHI y
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nerel u3 neporo u BToporo kiactepoB (aetu ¢ HII). Cpennue 3nauenust @Y Bolie y
nerel u3 nepBoro kmnacrepa 7,50 [6,51;9,45] no cpaBHEHHMIO C JE€TbMHU W3 BTOPOTO
kiactepa 5,95 [6,51;9,45], onnHakoBO MMEIOIINUX HEIOCTATOYHOCTH mutanus (p=0,007).

[Io ypoBHIO ABUTATENbHBIX HApYIIEHWH BO BCEX OOpa30BaBIIMXCS KilacTepax
JIOMUHUPOBAJIHU JIETH C TSHKEITBIMU MOTOPHBIMH orpanndeHnmu no mkaine GMFCS 1V-V.
B nepBom kiactepe (metu ¢ HIT) — 85,7 % (n=24) nereii umen GMFCS V-V ypoBeHb,
Bo BTOpoM kitactepe (¢ HIT) — 100 % nereit ¢ GMFCS V-V, B Tpethem kinactepe (6e3
HIT) — Oonee mnomoBunbl 61,5% (N=8) npereii WMenu aHAJIOTHYHBIA YPOBEHB
JIBUTATENIBHBIX HapylieHuil. [letu c¢ Ooisiee JErKUMU NBUTATEIBLHBIMU HApYIICHUSMU
GMFCS I-1l u GMFCS 11l 6pumr ipencTBIIeHBI TOABKO B epBoM kiactepe (¢ HIT) u B
TpetbeM kiactepe (0e3 HII). B mepBom kiactepe (¢ HII) getu ¢ Oonee nerkumu
JIBUTATEIIbHBIMU HapyIICHUsIMH pacnpeaenminck nopony : GMFCS I-1l — 7 % (n=2) u
¢ GMFCS Il - 7% (n=2). B tpetbeMm kiactepe (0e3 HIT) netu ¢ GMFCS I-1l cocTaBumm
18,1% (n=2) u netu ¢ GMFCS Ill — 20% (n=3). [Ipu cpaBHCHHUHU paclpeneICHUs AeTei
no ypoBHI0O GMFCS mnosydeHbl CTaTUCTUYECKU 3HAYMMBIC PA3MUUS TOJIBKO MEXIY
BTOpbIM (¢ HIT) 1 Tpethum kimactepom (6e3 HIT) (p 2-3=0,033). [Ipu cpaBHECHHN MeX Ty
nepBbiM (¢ HIT) u Tpetbum knactepom (6e3 HII) mo nannomy mokazaremnto pa3inyuii He
obuto (p 1-3=0,117).

[To knaccudukarm EDACS, 6onee monoBunsl aereit — 57,1% (n=16) B nepBom
kiacrepe (¢ HII) u 55% (n=11) Bo BTOpoMm kitactepe (¢ HII) mmenu 3HaunTeNnbHbBIE
HapylIeHus HaBbika muTanus ¢ oueHkoi mo EDACS IV-V. B tpetbem kinactepe (6e3 HIT)
Tosbko 15,4% (n=2) nererr umenu EDACS IV-V. 1o nanHOMy mOKa3aTelto MoTy4YeHb
paznuuus Mexay kiactepamu (p 2-3 <0,001), (p 1-3=0,002). Takum oOpaszom, Ooiiee
MOJIOBUHBI JIETEH B KiIacTepax C HEIOCTATOYHOCTBHIO MUTAHUS MMENW 3HAUYUTEIbHBIE
HapYIIEHUs HABbIKa MUTAHUWSA, B OTIWYHE OT KJacTepa, OOBEIWHSAIONIETO neTed 0e3
HYTPUTUBHOTO Aepuuunta, rae Toybko 15,4% cocrasunu netu c EDACS IV-V. Ilpu stom
61,5% nereit u3 knactepa 0e3 HEAOCTATOYHOCTH MUTAHUSI UMETH TSIKEIbIE MOTOPHBIE
Hapymenus, GMFCS V-V,

Takum o00Opa3oM, MPOBEAEHHBIM ABYXATANHbINA KIIACTEPHBINA aHaln3 TO3BOJIMII

MNOATBCPANUTD ITOJYUYCHHBIC PAHCC PE3YJIbTATHI B XOJAC HACTOAIICTO UCCICAOBAHUA, HO U
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IIOJIyYUTh  JIONOJIHUTEIBHBIE AKLEHThl 110 OLEHKE 3HAYMMOCTH IIOKa3arTeei
aHTpornioMeTpun U mnapameTpoB BUA, (yHKUMOHANBHBIX IIKaJ A JUAarHOCTUKU
HyTpUTHUBHOTO craryca y aereu ¢ JLII. Pe3ynprarsl knacTepHOro aHaausa Imo3BOJISIIOT
crenaTh BbIBOJ, uTo AeTy ¢ LIl u HeJoCTaTOUHOCTBIO MUTAHUS MPEACTABISAIOT COOOM
OYEHb T'€TEPOreHHYIO IPYNIy NAalUEHTOB, UMEIOT PAa3JIMYHbIA KOMITIO3ULIMOHHBIN COCTAaB

TCJIa 1 pasHOHAIIPABJIICHHBIC U3MCHCHU MeTaboIM3Ma.



127

OBCYXJIEHME PE3YJIbBTATOB

VYnydilienre KkauecTBa MEAUIIMHCKON TOMOIIH, YBEIUYCHUE MPOAOIKUTEILHOCTH
xu3Hu nered ¢ JUIT nukTyer HeoOX0AMMOCTb MOCTOSIHHOTO IMOMCKa HOBBIX MOJX0/I0B B
cucTeMe HaOIOJeHUs U peadbminTanuud Takux marnueHToB. Yacrora passutus LI B
MHPE OCTACTCS MPUMEPHO OAMHAKOBOW M cocTapisieT 2,0-3,6 ciydass Ha 1000 KuBBIX
HOBOPOXKIACHHBIX [72, 133].

C mo3uiMu COBPEMEHHOHN HAyKH, ACTCKHUM 1IepeOpanbHbIid Mapaind — 3TO TpyIa
nepmaHeHTHBIX HapyeHuit [{THC, orpannunBaromux pa3BUTHE JBUTATEIHHBIX HABBIKOB
u pediiekcon, popMupyromux 1eGopMUPOBAHHYIO 103y peOCHKA, KOTOPHIE CBS3aHBI C
HEMPOTPECCUPYIOMIMM MOBPEKACHUEM TOJIOBHOTO MO3Ta IJI0/1a WJIM HOBOPOXKIAEHHOTO.
3aboneBaHre COMPOBOXKIAETCS y JETeM paccTpoiiCTBAMU YYBCTBUTEIBHOCTH U
BOCIIPUATHS, HAPYIICHUSIMU MO3HABATEIHLHOUN AEATEILHOCTH U MOBEACHYECKUX PEAKIIUM
[48, 66, 104]. CTeneHp TKECTH MOBPEKICHUS HEPBHOW CHUCTEMBI HE M3MEHSCTCS C
Bo3pactoM pebenka c¢ LIl u sBisercs POHOM XPOHUYECKOTO HEBPOIOTHYECKOTO
3a00JIeBaHUS IS Pa3BUTHUA JIOOBIX JIPYTUX COCTOSIHUM M OCJOKHEHUH CO CTOPOHBI
310poBbig B 1eMOM. CONMyTCTBYIOIIME BTOPUYHBIE OPTOINEIUYECKHE OCIOKHEHUS,
3a/iepKKa (PU3UYECKOTO Pa3BUTHS, HAPYILICHUS TJIOTAHUS, TPYAHOCTH C KOPMJICHUEM,
PELUANBUPYIONINE PECTUPATOPHBIC 3a001€BaHUs, TUCPYHKITUH JKEITyT0YHO-KUIIIEYHOTO
TpakTa, OJOHTOCTOMATOJOTUYECKHUE MPOOJIEMbl OKA3bIBAIOT 3HAYMTEIHPHOE HETaTUBHOE
BJIMSIHME HA COMATUYECKOE 3[I0pOBbE peOeHKa, kauecTBO *u3HU pedenka ¢ JUII u ero
ceMbr [194]. Bee aTo onpeaenser HE0OOXOAUMOCTb MYJIbTHAUCIIAIIMHAPHOTO MTOAX0/1a
K HaOmroaenuto aereit ¢ JIIIT [39, 85].

Kypauuss pebenka c¢ JIIIII wHa »5rame mnepBUYHOTO 3BEeHA amOyJaTOPHO-
MOJIMKJIMHAYECKOW  TOMOIIM  TpeOyeT OT  Bpada-meauaTpa  JOTOJTHUTEIHHBIX
KOMIIETEHIIUM, MPUHATHUS OBICTPBIX, HO B TO € BPEMSs B3BEIIICHHBIX PEIICHUM B OLICHKE
COMAaTHYECKOTO 3JI0POBbSi W CBOCBPEMEHHOTO HampaBlieHHuss peOeHka Ha JTan
CIICLIMAJIM3UPOBAHHON OMOIIM. HyTpUTHBHBIN CTaTyC SIBJISIETCS OJTHUM W3 NTOKA3aTeNIen
Oylaromostyuuss  370pOBbsi  peOeHka Jro0oro  Bo3pacta. HeoObekTuBHas U

HCCBOCBPCMCHHAA OHNCHKA COCTOSHUA IHUTAHUA Y pe6eHI<a C OpraHn4cCKHUM
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3a00JIeBAHUEM HEPBHOW CHCTEMbI MPUBOJUT K TAKEIBIM HYTPUTHUBHBIM HApYHICHUSM,
Pa3BUTHIO TEPUITUTHBIX COCTOSHHUM, UMMYHHOM HetocTaTrouHocTH [28, 30, 31]. Tlo3auss
JTUArHOCTHKA  TSOKETIOM  HEMOCTAaTOYHOCTH THWUTAaHWSA, KakK TMpaBWio, Tpedyer
rociutanuzanuu  pedenka ¢ JIII B comaTuyeckuid cTanudoHap, MNPOBEACHUS
JUINTEIIBHOTO ~ Kypca HYTPUTHUBHOW KOPPEKUHWH W JICYEHHUS COIYTCTBYIOLIEH
AJTMMEHTApHO-3aBUCUMOM MAaTOJIOTHH.

B peanusix moBceAHEBHON NPAKTUYECKON ACSATENBHOCTH OIEHKA MpoOiieM ¢
KOPMJICHHEM, JHMAarHOCTHKa craryca nuTtaHuss y pebOenka c JIII npencraBisroT
3HAUYUTENBHBIE CIIOKHOCTU M HEPEAKO OCTAKOTCA BHE 30HBI BHUMAaHHS Bpada-nieauarpa.
OTCyTCTBHE YETKOrO MOHUMAHUS 3THOJOTMU HEIOCTATOYHOCTH IMUTAHUSA, CTEPEOTHI
Bocnpusatus pedenka ¢ JLII, kak Tsxkenoro OECrepCreKTUBHOTO MAIlMeHTa, CO3al0T
YCIOBUSL YIYIIEHHBIX BO3MOXHOCTEH CBOEBPEMEHHOM KOPPEKIMU HYTPUTUBHBIX
HapylieHuH. PaHHss 1 00bEKTUBHAS OIIEHKA HYTPUTHUBHOT'O CTaTyca, MOHUTOPHUHT JIeTeH
¢ JAUII, noaBep>KEHHBIX PUCKY HEIOEHAaHUs €UIe N0 Pa3BUTUSA KIMHUYECKU 3HAYUMOU
HYTPUTHUBHOW HEAOCTATOYHOCTH, MO3BOJUT MPEIYyNPEIUTh PA3BUTHE TSKEIBIX (Hopm
HapyILIEHUU NUTaHUs, Je(UIUTHBIX COCTOSIHUI U B MOJHOW Mepe BKIIOYUTH peOEHKaA C
JUII B mporecc peabunurarnuu. HecMoTpsi Ha pa3BUTHE COBPEMEHHOW MEIMIIMHBI U
BHUMaHHUE K MpoOJieMe JEeTCKOW MHBAIUAHOCTH, TOMCK HOBBIX MOJIX0/A0B K HAOJIOICHUIO
neteit ¢ JILII He TonbKO HE TepsSeT CBOEW aKTyalbHOCTH, HO U TpeOyeT ONTHUMH3AIUN
YK€ CYILLECTBYIOIIUX PEIIEHUN U MEP.

Llenpt0  HACTOSALIETO HMCCIEAOBAHMS  SIBUJIOCh HM3Yy4YEHHE OCOOEHHOCTEN
HYTPUTHUBHOTO CTaTyca, MOUCK (PaKTOPOB PHUCKA PA3BUTHUS HEJOCTATOYHOCTH MUTAHUS Y
nerert ¢ JILII. B HacTosmee nccnenoBanne ObUTH BKIOYEHO 89 merert (Manmpbuuku — 51,
JE€BOYKH — 38) ¢ pa3nuyHbIMU (POpMaMHU JETCKOTO LepeOpaIbHOro napajinya u ypoBHEM
JIBUTATEBHBIX HapymieHui. [locie oreHkn crtaTyca MUTaHUs JIETH ObUTH pa3/iesieHbl Ha
JBe TpyIIbl cpaBHeHus. [lepas rpymnmna — netu ¢ LT 6€3 HegqocTaTOUHOCTH MUTAHUS
(n=40), BTOpas rpymnmna — ¢ HeJOCTATOYHOCTHIO MMUTAHHS PA3TUIHON CTEMEHH TKECTH
(n=49). 3naueHus Bo3pacTa jaereil 6€3 HeJOCTATOYHOCTH MUTAHUS COCTaBUIN 9,65+3,6

net, netert u3 rpymnmnsl ¢ HII, coorBercTBenHo, 10,24+3,6 roga (p=0,463). B rpynne 6e3
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HIT manmpumku coctaBuian 55% (n=22), nesouku — 45% (n=18). B rpymnme c¢ HII
MaJIbYMKOB ObLI0 59% (N=29), neBouek — 41% (n=20).

BrimmonHeHa KOMITJIEKCHASI OIIEHKA KIIMHUYECKOTO CTaTyca, aHan3 (haKTHIeCKOTOo
MUTaHMS, OlleHKa (P (PEeKTUBHOCTHU U 0€30MMacHOCTH HaBbika nmuTanus 1o mkane EDACS,
AHTPOTNIOMETPUUECKHUE M3MEPEHHUS, aHaIM3 KOMIIO3UIIMOHHOIO COCTaBa Tejla METOJIOM
OMOUMIIEIaHCOMETPUH, HCCIEeIOBaHWE JabOpaTOPHBIX  MOKa3arejaedl  OeIKOBOTO
MeTabosiM3Ma, WHCYJIUHOMOA00HOro (akTtopa pocta — 1, ypoBHS KajJbLUIMONA B
CBIBOPOTKE KPOBHU.

buonornyeckuii ¥ mepuHATANIBHBIA aHAMHE3 ObUI OTATOIIEH Yy JETeH Kak ¢
HEJIOCTATOYHOCTHIO MUTAHUS, TaK U 0€3 HYyTpUTUBHOTO neduiura. [etu, poausiiuecs
panee 37 Henenu OEPEMEHHOCTH, ObUIM MPEACTaBICHbl PABHO3HAYHO B 00EMX IpyIax
cpaBuenus (p=0,907). Ilepumon panuel amantauuu y OosbimHcTBa aerei ¢ JILITT
poTeKaj HeOaronpusaTHO. bosee momoBuHs! Aetel u3 rpymsl 6e3 HIT — 62,5% (n=25),
U 65% (N=32) nereit U3 rpymnmbl CPAaBHEHUS HY)KTAJIMCh B MHBa3UBHON PECIIMPATOPHOM
nogaepxkke (MBJI) B mepBeie 7 CyTOK XKH3HH, HO 0€3 3HAUMMBIX pa3IUudd IpH
cpaBHeHuu (p=0,936). AHanu3 JTaHHBIX OMOJIOTUYECKOTO M MEPUHATAILHOIO aHaMHEe3a
nerer ¢ JILII He BBIABMJI CTaTUCTUYECKHA 3HAYUMMBIX PA3JIMUUM MEXKIAY TPYyIIIaMHU.
CpaBHUBaeMbI€ TPYNIBI I€TEH ObLIU COMMOCTABUMBI 10 CPOKY T'€CTAIlMU, MacCe Teja Mpu
poxaeruu (p=0,934, p=0,411 coOTBETCTBEHHO).

MHOXeCTBEHHbIE KIIMHUYECKHE CUMIITOMBI MUKPOHYTPUEHTHOU
HEJIOCTATOYHOCTH OTMEUYEHBI MPU OOBEKTUBHOM OCMOTpE y feTelt obeux rpyril. CyXocTh
KOKHOT'O MOKPOBa, MEJIKOTUIACTUHYATOE MISTYIIEHUE KOKU TOJICHEH U CTOIl, JOMKOCTb
BOJIOC, CHIDKEHHE TYpropa KOXHW, YMEHBIIEHUE MOAKOXHO-KUPOBOTO CJIOS 3HAYMMO
qarie BCTPEUAJIUCh y JeTel C HeIOCTaTOYHOCTRIO MUTaHUs, yeM 0e3 TakoBoi (p=0,002,
p=0,013, p=0,046, p=0,007, p=0,012 cOOTBETCTBEHHO)

AHanu3  CTPYKTypbl CONYyTCTBYHOWIeW marosorun y gered ¢ JAHII
IIPOJICMOHCTPHPOBAJI, YTO dYallle CTpajaiu >kele3oaepuiuTHor anemuen aetu ¢ HII
16,3% (n=8), mo cpaHenuto ¢ aetbMmu 6e3 HIT 0,4% (N=1), HO 63 3HAYNMBIX pa3TUUNI
(p=0,178). BHEOOJbHUYHYIO IMTHEBMOHHUIO 3a TOJ, MPEAIICCTBYIOIIMA HCCIEI0BAHMUIO,

nepereciun 9% nerei u3 odeux rpymnm (p=0,976). B rpynme ¢ HIT 75,5% (n=37) nereit
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uMend TUCQYHKINIO KeTYHOro my3eipst, B rpymme 0e3 HIT — 65% (n=26) nereii
COOTBETCTBCHHO. JleTel, cTpajaromux 3anopamu, 06110 B 2 pasza Ooubiie — 32% (N=16),
B rpymme ¢ HII, mpu cpaBaennu ¢ perbmu u3 rpymisl 6e3 HIT — 15% (n=6), pazmnuus
ObuTH He 3HaYMMBI (p=0,239).

CumnroMatuueckoi srmmitencueit crpagamm 45% (n=18) aereit us rpynmst 6e3 HII,
u 61% (n=30) gereit ¢ HegocrtarouHocthio nutanust (p=0,170). IIpu sToM Tepamnmro
AHTUKOHBYJIbCaHTaMU moy4ain 33% (N=6) pedbenka u3 rpynmsl 6e3 HIT, u 47% (n=23)
nered w3 rpynmel ¢ HIT (p=0,035). B wuccnenoBanuum omnpeneiaeHo, MOpUeM
aHTUKOHBYJbCaHTOB y pebenka ¢ JIII yBemuuuBaer puck QopmMupoBaHus
HejpocTaTouHOCTH nuTanus B 3,3 paza: OR = 3,354 (95% JAU 1,062;10,590, p=0,039).
N3BecTHO, 4TO MpHEM AHTUKOHBYJIBCAHTOB MOKET OBITh COMNPSIKEH C Pa3BUTHUEM
MOOOYHBIX JUCHENICUYECKUX PACCTPOMCTB, BIMSIONIMX HA alIeTUT, (PyHKIIMOHAIHLHOE
coctostnue JKKT, muineBoe moBelneHHE, YTO B KOHEYHOM HTOre OyAET BIMATH Ha
HYTPUTUBHBIN cTaTyc pedenka ¢ LTI

AHanu3 (QakTUYecKOro painuoHa muTaHus nokaszan, yro jaetu ¢ JUII, xak c
HapylIeHUEM HYTPUTUBHOIO CTaTyca, Tak U 0€3 TaKOBOr0, MMEJIM HEaJCKBATHBIM MO
HPHEPreTUYECKON E€MKOCTH U HecOaJaHCHUPOBAHHBIA M0 MAaKpPOHYTPUEHTaM IMHUIIEBON
patoH. CyTouHbIi neuiuT O6eka, >K|upa U yTriIeBOJIOB B pallUOHE OMPEICIICH Y AeTeH C
HIT u 6e3 HII 6e3 cratuctuyeckod 3HAYUMOCTH TMpU cpaBHeHHH. HemocraTok
DHEPreTUYECKOW LIEHHOCTH aHAJIU3UPYEMbIX CYTOUHBIX pauuMoHoB y gerer ¢ HII
coctaBui 25,9% ot HOpMBI (hu3HoTOrHYecKkor moTpedHocTH, y aerei 6e3 HIT — 22%
COOTBETCTBEHHO. KoJIMUeCTBEHHBIN aHa3 COIEpKaHNUsI MAKPOHYTPUEHTOB B pallMOHAX
nutanus nerei ¢ HIT u 0e3 HyTpuTHBHOrO neuiuTa BBISIBUII, YTO MOKa3aTenu Oeika B
paumone aeteit ¢ HIT 6b1mm Huxke (53,1+13,9 ) npu cpaBHEHUH € I€ThbMU, HE UMEIOIUMU
numeBoro nedumura (63,4£17,4 1), HO 0€3 3HAYUMBIX PANTMUANA MEXKAY TPyNIaMu
(p=0,549). IlokazaTenu coaepkaHus yrJI€BOJIOB U )KUPOB B paIllMOHE HE COOTBETCTBOBAJIN
HOpMaM (usuosornueckon norpedHoctu y nerei ¢ HIT u 6e3 TakoBoit 1 ObUTH HUXKE Y
nereit ¢ HII, HO cTatucTUyeckW 3HAYMMO HE paszIudauch Mexay coboit (p=0,947,

p=0,463 COOTBETCTBEHHO).
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Takum o6pa3zom, Bce getu ¢ JIII wumenun HecOamaHCUPOBAHHBIN 110
MaKpOHYTPUEHTAM M HEIOCTATOYHBIM IO DHEPreTHYECKOM E€MKOCTHM PalHOH.
AHaNoOruyHbple pe3yabTaThl MO XWMHYECKOMY COCTABY W HSHEPreTUYECKOHM EMKOCTH
panuoHa nosydensl y 29 nereit ¢ LI B nuccepranronnoit padore Ilak JI.A. (2019), B
KOTOPOH OIpEICICHO CHIKeHHE KanopuitHocTr parona B 100% ciydaes, u aeduur
BCEX MAaKpOHYTPUEHTOB — 0oJiee YeM y MoJoBUHEI aeteit [39]. U3 HayuHO# tuTepaTypbl
W3BECTHO, 4YTO Kaxapld pedbeHok ¢ JIIII wuMeer HHIMBUAYAIbHYIO HOPMY
HEPreTHYECKUX MOTPEOHOCTEH, KOTOphIe NOJDKHBI yuuThiBath Gopmy LI, ypoBeHs
JIBUTATEJIHHBIX HApYILICHUH, paHee MEePEHECEHHbIE WM TEKYIIUE OCTpble 3a00JIeBaHus,
nepumut Beca [53]. CnemoBatelbHO, MOXHO TMPEANOJIOKUTh, YTO CpPaBHEHUE
notpedHocTH B 3Hepruu y aereit ¢ LI ¢ HopMo# aiis 310pOBBIX AETEM HE OTpa)KaeT
UCTUHHBIN JIePUIIUT CyTOUYHON KaJOPUHUHOCTH palldoHa JETeW, KOTOPBI, BEPOSITHO,
3HAYUTEIBHO OO0JIbIIE TPOJIEMOHCTPUPOBAHHOIO B HACTOSIEM HCCIIEIOBAHUU.

ITo ypoBHIO MOTOpHO#M akTBHOCTH 110 1Kajge GMFCS netu Oblmu pactipeaencHsl
paBHOMepHO B o0eux rpymmnax. bonee 80% nereii B 06eux rpynmnax — 34 pedbenka 6e3 HIT
u 41 pebenok ¢ HII — umenu Tsxenpie ABUTaTENbHbBIE HAPYLIEHUS, YPOBEHb MO LIKAJE
GMFCS IV-V. [TanenTs ¢ 60aee JerkuMu MOTOpHbIMU orpanudeHusmu — GMFCS |-
Il — cocraBuiM MeHbUIYIO 4YacTh B 00euXx rpynmnax cpaBHeHUs. CTaTUCTHYECKU
3HAQYMMBIX PA3JIMUU 10 JAHHOMY IIPU3HAKY MEXIYy rpynnaMu He noiydeHo (p=0,661).

CpaBHUTENBHBIA aHAIU3 AHTPOMOMETPUYECKHX I[IOKa3aTeled W PACUETHBIX
uHaekcoB y nerer ¢ HIT u 6e3 TakoBoi mokaszajia 3HauYMMble MEKTPYNIOBBIE pa3IHYMs.
1o OOJIBIIIMHCTBY OLICHMBAEMBIX IMoKa3arenei: Macca tena, UMT, OII, Ob, TKXXCT, z-
score TKOXKCT/Bospact, z-score OIl/Bo3pact, z-SCore macca Tema/Bo3pacT, Z-SCOre
NUMT/Bo3pact. AHaiu3 aHTPONOMETPUYECKUX TIOKa3aTelell W MHACKCOB MEXIy
MaJlbYMKaMU U IEBOYKaAMU BHYTPH KaK101 TPYIIIIbI BBISIBUJI 3HAYUMBbIE PA3TUUUS TOJIBKO
no BenuuuHe Zz-Score TKOKCT/Bospact B obOeux rpynmax, Mpu 3TOM MOKaszaTelb Y
MaJbYMKOB OBLIT OOJIBIIIE, YEM y IEBOYCK.

[Ipy HapacTaHUM CTENEHU TSIKECTH HEJOCTATOYHOCTH TMHTAHUS Yy JIeTel
MPOTPECCUBHO CHUXKAIOTCA MOKa3aTesn (PU3NUECKOr0 Pa3BUTHUS, 3aMEJIJISIETCSI CKOPOCTh

pocTa, ycyryOmsitoTcst HapyIieHus MeTadoim3Ma. B HacTosimeM ncciae0BaHuy B TPYIIIE
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JIeTeN ¢ HeIOCTATOYHOCTBIO MUTaHUS MPe00IIalaiu JIETU C TSHKEJION CTENeHbI0 OeIKOBO-
sHepreTrueckoro aeduiura (N=27). Y 12 nereii omnpeeieHa jgerkas CTeeHb OCIKOBO-
HHEPreTHUECKON HEeIOCTATOYHOCTH, CPEAHSSI — y 8 MalMeHTOB. AHalW3 MOKa3aTeneit
AHTPOIIOMETPUH ONpPECIWI, YTO MEeAUaHHble 3HaueHus Maccehl Tena, UMT, TKOXKCT
OKHJIAEMO CHWXAJINCh TI0 MEpe HapacTaHWsA TsDKECTH neuiuTa TUTaHUS, HO
CTATUCTUYECKU 3HAYMMOE pa3jiudhe MEXIy TpyliaMyd CpaBHEHHUS ObLIO MOJYy4YE€HO
toibko 1o UMT (p<0,04).

Ouenka nokaszaresnen antpornomMerpuu y aetei ¢ LI, B 3aBucumMoctu 0T ypoBHS
JBUTaTENIbHBIX HapyieHui no mkaine GMFCS, onpenenuna, uro aetu 6e3 HIT ¢ GMFCS
V-V umenu nokazatenu maccol tena, UMT, TKXKCT, okpyxHocTH Oeipa HIMXKE, YeM
netu ¢ GMFCS I-111, Ho Ge3 cTaTucTHYeCKH 3HAYMMBIX pa3iuduii mpu cpaBHeHuu. [Ipu
aHAJIOTUYHOM aHAJIM3€ B TPYIINE JIeTe ¢ HEIOCTATOUYHOCTHIO MUTAHUS OTMEYEHO, YTO
nareHTel ¢ GMFCS V-V umenn Hms3kue mokazatermu UMT, TKXKCT, okpyxHOCTH
oenpa B cpaBHeHuun c¢ getbmu ¢ GMFCS |-l (p=0,037, p=0,029, p=0,008
cooTBeTCTBeHHO). [lomyueHHbIie B Halel paboTe pe3ysbTaThl COTIACYIOTCA C paboTaMu
Penagini F. et al (2015) u Herrera-Anaya E. et al. (2016), B KOTOpPBIX OTMEYCHO, YTO
HU3KHE TOKa3aTenu (U3UYECKOTO Pa3BUTHS dHalle JIEMOHCTPUPYIOT JETH C YPOBHEM
GMFCS IV-V [80, 117].

3HauuTENbHbIC HAPYIIICHUS! HABbIKA MMUTAHUS CO3/IAI0T YCIOBUS HEAJEKBATHOTO U
He0e30MMacHOT0 KOPMJICHHSI peOeHKa, YTO B KOHEYHOM HTOTe OyAeT CIIOCOOCTBOBATH
ne(UIUTHOMY PaIlMOHY M Pa3BUTHUIO HEJOCTAaTOYHOCTH nuTaHus y aerei ¢ JLIT [129].
Bcewm neTsim, BKIIFOUEHHBIM B UCCII€IOBaHUE, ObllIa BHITIOTHEHA OIICHKA d()PEKTUBHOCTH
u Oe3omacHOCTH HaBbika uTanus no mkane EDACS. Pacnipenenenue aereii B rpymmax
nocie oreHku o EDACS 0b110 HepaBHOMEPHBIM, IIPU CPABHEHUM TPYII MOJYUYEHbI
craTucTudecku 3Hauumble pasznuuust (p=0,030). I[lammentsr ¢ Oonee JETKUMHU
HapymieHueM HaBbika nutanus — EDACS I-11 — coctaBunu 25,7% (n=10) B rpynmne 6e3
HIT u 18,3% (n=9) B rpynmne pgerell ¢ HEAOCTATOUYHOCTHbIO TNuUTaHus. llanueHTOB,
otHocsuxcst K EDACS 111, korna pedenky tpebGyercst MoauduKanus TEKCTypPhI MHUIITH,
€CTh JIMIIb HEKOTOpbIE OrpaHnyYeHUs! d(PPEKTUBHOCTU MpUEeMa MUILIH, ObLIO OOMbIlIE B

rpymme aereir 6e3 HIT — 41% (n=16), uem B rpymne ¢ HIT — 24,5% (n=12). Jlereii ¢
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TSDKEJIbIM HApyIIEHWEM HaBbIKa MUTaHUS, HMMEIONIMX 3HAYUTEIbHBIE OTpaHUYCHUS
addexTrBHOCTH M Oe3omacHOCTH, oTHOcsmuxcss kK EDACS V-V, Obu10 3HAUUTENBHO
oonpire B rpyme aereit ¢ HIT — 57% (n=27), yem B rpynme aererr 6e3 HIT — 33,3%
(n=13).

CpaBHUTENBHBIN aHAIN3 AHTPONOMETPUYECKHUX MokazaTene y nered c JLII
npoaemMoHcTpupoBall, uto aetu 6e3 HI1 ¢ EDACS V-V umenu 6osee HU3KHE TapaMeTPhI
¢dbusnyeckoro pa3BuTus (Macca Tena, pocT, Z-SCOre macca Telsia/Bo3pacT, OKPY>KHOCTh
oenpa), yem netu ¢ EDACS I-lll, pa3nuna Obuta CTaTUCTUYECKH 3HAYUMa MEXKIY
rpynnamu cpaBHenus (p=0,018, p=0,028, p=0,020, p=0,044 coorBercTBeHHO). [IpHn
aHAJIOTUYHOM aHaJiM3€ AaHTPOIOMETPUUYECKUX TMOKazaTreyle (Qpu3nueckoro pa3BUTHS
nereit ¢ HII cratucthdecku 3HAYMMBIX pa3Iuyuid HE TMOJAy4YeHO. B Hacrosmem
UCCJIEIOBAHUM YCTAHOBJICHO, YTO OIleHKa HaBbika muTaHus 1o mkaie EDACS V-V y
pedenka ¢ JJLIT noBblmaeT puck GopMUpoOBaHUS HEJOCTATOYHOCTH MUTaHUS B 2,5 pa3a
(OR=2,476, 95% JI1 1,046; 5,861, p=0,039).

Onenka TmokazaTenei aHanmuza nepudepuueckoir kpoBu xaerert ¢ JUII, B
3aBUCUMOCTH OT CTaTyca MUTaHUsI, IPU CPABHEHUHU HE ONIPEIC/INIIa 3HAUMMBIX Pa3IMUUM
MEXK]ly rpynnamu cpaBHeHHs. Ha MOMEHT uccieloBaHUs BCE MOKA3aTeIM TEMOTPaMMBbI
y netreit ¢ JIIIIT 6e3 HEAOCTATOUYHOCTH MUTAHUSA U C TAKOBOW HAXOJWIHUCH B MpeJenax
nuanasoHa pedepeHCHbIX 3HaueHud. AHaIM3 ypoOBHS o00mero Oenka, anbOyMHHA,
tpancheppuna, AUJl, UDP-1 y nereilt ¢ HeIOCTATOYHOCTHIO MUTAHUS M 0€3 TaKOBOMU
MOKa3aj, YTO BCE 3HAUCHMS UCCIIECyEeMbIX J1a0OpaTOPHBIX MOKa3aTelel HaXOAUINCh B
npejenax Auana3oHa HOPMbI M CTAaTUCTUYECKH 3HAYMMO HE Pa3Iuyalnuch MEXIY
rpynmnamMu  cpaBHeHUs. JlomoJiHUTENbHAsE OIIEHKA HCCIEIyeMbIX JIa0OpaTOPHBIX
ToKas3aresjed HyTPpUTUBHOTO craryca y geren ¢ LI, B 3aBucMMOCTH OT CTEneHu
TSOKECTH OEIIKOBO-IHEPTreTUYECKOTO AeHUIIMTa BBISBUJIA, YTO 3HAYCHHUS MapKepOB
OenkoBoro ooMeHa (oOrmiero Oenka, albOyMuHa, TpaHC(HEppHHA) CHUKAIKMCH 110 MEpe
HapacTaHWs CTENEHU TSKECTH HEAOCTATOYHOCTH THUTAHUS, HO Pa3judus HOCUIIU
XapakTep CTaTUCTUYECKU He 3HauuMou TeHaeHiuu. [Tokazarenu MDP-1 Haxoaunaucey B
Npeaenax HOPMAIBHOIO JAuana3oHa y JeTer ¢ pasnuuHou crenenbto HIT u 3Haunmo He

CHMKAJINCH I10 MCPC HapaCTaHUA I[G(I)I/H_II/ITa ITUTaHHA. HOJ’Iy‘—IeHHBIe B pa60Te JaHHBIC I10
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MapkepaMm HapyiieHuss metadonmu3ma Oenka y gererd ¢ Il m HemocTaTroyHOCTHIO
MUTaHUs, B YACTHOCTH, TI0 KOHIIEHTpalluu 001Iero Oenka, aibOyMuHa, TpaHcpeppurHa,
COTJIaCYIOTCSI C HEKOTOPBIMH pe3yJibTaTaMu JApPYyrux wuccienosareneit. B pabore
Sangermano M. et al. (2014) chIBOpOTOUHBIE KOHIICHTpAllMU adbOyMHHA U
tpancTupernna y aereit ¢ JIII1 u HemoCcTaTOYHOCTHIO MUTAHUS OBUTH B OOJIBIITUHCTBE
cilly4yaeB B Tpelenax pe(epeHCHbIX 3HAYEHUHW U HE KOPPEIUPOBAIU C TIKECTHIO
HyTpuTHBHOTO neduiuta [181]. B auccepranmonnoit padbore I'angaesoii JI.A. (2016), y
JeTed C XPOHUYECKOW CEepJICYHON HETOCTATOYHOCTHIO KOHIIEHTpAIMKM OOIero Oelka,
anbOyMuHa, MpealbOyMuHa, TpaHcheppuHa, coMaromeauHa-C He KOppeaupoBalid C
HaJIMYUEM U TSKECTbIO HYTpUTUBHOTO aeduuurta [9]. Takum obOpazom, pedepeHCHBIE
3HAQYEHUS! PYTUHHO OINpEIEsieMblX Ja0OpaTOPHBIX TMOKa3aTelaed Mg JAUarHOCTUKU
COCTOSIHUS HYTpUTUBHOTO ctaryca y pedenka ¢ JLII u HeqocTaTOYHOCTHIO MUTAHUS
MOT'YT BBECTH B 3a0JIyJCHUE Bpaua-KIMHUIIMCTA U CO3JaBaTh BIIEUATICHUE MHHUMOIO
OJ1aromnoyuuns MalyueHTa Jaxe Mpy TSKEIOW CTENeHN HEeJ0OCTATOYHOCTH MU TAHUS.

[To maHHBIM HAYUYHBIX MyOJIMKAIMH, Pa3BUTHUIO HEJOCTATOYHOCTH WU JCPUITUTY
ButamuHa D y gereit ¢ JIUII crmocoOCTBYIOT MHOXKECTBO (DaKTOPOB: HEaJEeKBATHBIN
paImoH, HEIOCTATOK COJIHEYHOTO CBETA, HU3Kast MOOUIILHOCTbD, COITYTCTBYIONTUHN TTPHUEM
npotuBodnuienTunyeckux npenapatos [107, 144, 243]. Taxkxke WU3BECTHO, YTO
HU3KOPHEPreTUUECKUE TIEPEIIOMBI KOCTHU SIBJISIOTCSI OJTHON U3 CYIIECTBEHHBIX MPOOIEM y
nerei ¢ JIIT [129, 170]. Jas oueHKH 00eCrEYEeHHOCTH BUTAMHUHOM D BBIMOJIHEHO
OTpeieSICHUE YPOBHS KaJbIMMO0a B CBIBOPOTKE KPOBU Y BCEX JETEH, BKIIOUEHHBIX B
uccienoBanue. OnpeneneHo, uro Bce aetu ¢ LI, BHE 3aBUCUMOCTH OT COCTOSHMS
HYTPUTHUBHOIO CTaTyca, UMEJIM HU3KY10 o0ecreueHHOCTh ButamuHoM D. ITpu sTom Gosee
riyookuit qeduuut ButamMmuHa D ObL1 BBISIBIIEH B Tpynne JAeTell ¢ HeJOCTaTOYHOCTHIO
nutaausa — 9,52 [4,8; 17,49] Hr/mi1, 94TO MMEI0 3HAYMMBIC Pa3JIMUMs IIPU CPABHCHHH C
nokaszaresnieM rpynmsl aeteit 6e3 HIT (p=0,03). AHaiu3 ypoBHS KalbIMaMO0da Y I€TEH, B
3aBUCUMOCTH OT creneHu Tspkectu HII, mokasan, 4Tto kpailHe HU3KUE 3HAYEHUS] UMEIIH
JIETU C YMEPEHHOM CTETEeHbI0 HeOCTaTOUYHOCTH nutanus — 6,8 [3,00; 10,90] ar/mi, Ho
0e3 3HAYMMBIX MEXTPYIIOBBIX pa3audyuil. B HacTosieM uccleI0BaHUM JIETEH,

UMEIOINX B aHAMHE3€ HU3KOPHEPIeTHYECKUE TEPeIoOMbl OCIpPEHHOW KOCTH, OBLIO
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HECKOJIbKO Ooibiie B rpymme 6e3 HIT — 17,5% (n=7), B rpynme ¢ HIT — 8% (n=4)
(p=0,231). ITomyueHHble pe3yJbTaThbl MOXHO OOBSCHUTH TeM, 4To Aetu ¢ LIl 6e3
HEJIOCTATOYHOCTH MUTAHMS Yalle BOBJICKAIOTCS B MPOLECC MHTEHCUBHOM JBUraTEeIbHON
peabmiMTalum, Y4eM UMEIOIIUE HeIOCTATOYHOCTh MUTaHUsl, U, COOTBETCTBEHHO, UMEIOT
0oJiee BBICOKME PUCKHU MEPETIOMOB KOCTH. B cBO€l MpaKTHUECKOW I€ATEIbHOCTH Bpady-
neauaTpy HeoOXOAUMO TpPUHMUMATh BO BHUMAaHHE, UYTO JETH C OPraHUYEeCKUM
3a00JIeBaHUEM HEPBHOM CUCTEMBI UMEIOT OCOOEHHOCTH CTPOEHUS KOCTH U TIPEICTABIISIOT
TPYIIY PUCKA MO CHIKEHUIO MUHEPAIBHOM MJIOTHOCTH KOCTHOM TKaHU. OYEBUJIHO, UTO
nedunut BuramuHa D y pebenka ¢ JILIT u HemocTaTOUHOCTHIO MUTAHUS Oy IET CITY>KUTh
JIOTIOJIHUTENBHBIM  ()aKTOPOM, OKAa3bIBAIOIIMM HETaTUBHOE BIIUSIHUE HA COCTOSHUE
KOCTHOU TKaHU, OCOOCHHO y JACTEH, HYXIAIOUIUXCS B XUPYPTrUYECKOM OPTONEIUYECKOM
BMernarenbetBe [91, 196, 232]. IlpencraBnsieTcss JIOTUYHBIM, YTO CBOCBPEMEHHAs
JIMarHOCTUKA U MpOo(HIIaKTUKa HU3KOW 00€CTIeYeHHOCTH BUTaMHUHOM D OylieT CiiyKuTh
MIPEBEHTUBHONW MEpPOM CHIDKEHHUSI PUCKA PA3BUTUSL OCTEONEHUYECKUX COCTOSIHUU U
HU3KOIHEPIE€TUYECKUX 1epesIoMOB KoctH y neren ¢ LTI

AHTporoMeTpruyecKas OIeHKa SIBISETCS HEOOXOAUMON W TEPBOOYEPEIHOU st
OIICHKH CTaTyca MUTaHHWs, HO HE BCETIa MOXKET ObITh 00beKTHBHOM Yy manueHToB ¢ JILIIT
[223]. JIns momonHMTEIBHON OlleHKH cTaryca nurtanus aetsm ¢ JIIT pekoMmeHnmoBaH
aHalln3 KOMIIO3UIIMOHHOTO cocTaBa Tena [127]. C uesapio aHaan3a KOMIIO3HIIMOHHOTO
cocTaBa Tela BCEM JETSM, BKIIOYEHHBIM B HCCIEIOBaHUE, OblIa MpOBEACHA
OMouMIIeTaHCOMETpHS 1O cTaHAapTHON Mmetoauke. [lo ocHoBHBIM mapameTrpam BUA,
OTpakaloIIMM COCTOSTHUE HYTpUTUBHOTO cTatyca, — KM, % XM, AKM, TM, OXK, BX
— IIPU CpaBHEHUU JieTel 10 PaKkTy HAJTUYUS WM OTCYTCTBUS HEAOCTATOUYHOCTH MTUTAHUS,
MOJTyY€HbI 3HAYUMBIE pa3inuusi, 00Jiee HU3KHE 3HAUCHUS [TApaMETPOB OTMEUEHBI y JeTeil
c HII. TIlokazarenn mnapamerpa YOO, oTpa)karomero HWHTCHCHBHOCTh OOMEHHBIX
npoiieccoB, ObuUIM BbilIe y aeTedt ¢ HII, 4To KOCBEHHO CBUIETEIHCTBYET O BBICOKOM
OCHOBHOM OOMEHE M KaTaboJM4YecKo HarpaBlieHHOCTH MeTabonusma (p=0,002). ITpu
sToM 3HadeHUss @Y He ObUIM TMOBBIIIEHBI, a HA00OPOT, HAXOIWUIUCHL B TMpeiaesax

Auara3oHa HOPpMbI U CTPEMHUJIIUCE K HIDKHEH rpanune, 410, BEPOATHO, MOXKHO OOBSICHUTH
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HU3KOM JIBUTATEJIbHOW AKTHMBHOCTBIO AETEH W HAIUYHUEM TSKEJIOTO XPOHHYECKOTO
HEBPOJIOTMYECKOT0 3a00JIeBaHUSI — JETCKOTO IepeOpaibHOro napainya.

Jlist m3ydeHus: ocoOeHHOCTe# cocTtaBa Tena y aerei ¢ JIIIII, B 3aBucuMoctu ot
10J1a, BBIMOJHEH aHAJIN3 KOMIO3WLIHMOHHOIO COCTaBa Tela Yy MaJIbUUKOB U JEBOYEK
BHyTpu Kaxmod rtpynnel ¢ HII m 6e3 HII. IlpenBapurensHOo ObUM TPOBEACHBI
MpPEABAPUTEIBHBIE PAacyeThl HOPMATUBHBIX IIOKA3aTelield KaXXIO0ro IapaMmeTpa
OMOUMITETaHCMETPUU UHIMBUTYATBHO JIJIs1 KQKI0TO peOeHKa, C Y4EeTOM JOCTYITHOM Oa3bl
pedepeHCHBIX 3HAYCHHH OOMIEPOCCUMCKON BHIOOPKM IMAIIMEHTOB, OOCJIEIOBAHHBIX B
poccuiickux neHTpax 310poBbs B 2010-2012 rr. [6].

AHaM3Upys MOJIyYEHHBIE PE3yJbTaThl MAPAMETPOB KOMITO3UIITMOHHOTO COCTaBa
Tela JIeTe u3 Tpymmbl 0e3 HEJOCTATOYHOCTH MUTaHUs, HEOOXOJIUMO OTMETHUTh, UYTO
nokasartelsb nmapamerpa KM Hmke pedepeHcHbIX 3HaueHu umenu 30% MallbuuKOB U
23,5% neBouek, paznuuusi ObutM cratuctTudecku 3Hauumbie (p=0,001). OTmeueHa
TEHJEHIM K paznmuuuio mo mnapamerpy CMM, 4ro, BEpOsSITHO, MOXXHO OOBSCHUTH
KOHCTUTYITUOHAJIbHBIMU OCOOEHHOCTSIMU JICTEH.

[Tokazarens napamerpa Y OO ObLI 3HAYUTEIHHO MOBBIIIEH Y O0JbIICH YaCTH IeTeH
6e3 HII (80%), He3aBHCMMO OT TIOJOBBIX pa3IUYHMi, YTO KOCBEHHO MOXKET
CBUJICTEIILCTBOBATh O BHICOKONW MHTEHCHUBHOCTH OOMEHa BEIIECTB M KaTaOOJWUYECKOU
HaIpaBJICHHOCTH MeTaboiu3Ma y JaHHOW TpYMIbl MMAIMEHTOB TPU OTCYTCTBUU
HegoctaTouHocT nutanus. [To mapamerpam TM, AKM paznnunii Mexx1y MajlbuuKaMu
1 JIEBOYKaMH HE BBISBIICHO, HO 0K0J10 40% nerei 000€ero moJjia o JaHHBIM MOKa3aTeNsIM
UMENU  pe3ysbTaThl HIDKE HOPMATUBHBIX 3HAYCHHM, YTO CBUACTEIBCTBYET 00
M3MEHEHHOM TKaHEBOM COCTaBe Tejla U, BEPOSITHO, YK€ UMeroIieMcs aeuuure O0enka B
opranusme pedenka [141].

[Ipu ananu3e nmapaMeTpoB KOMITIO3UIIMOHHOTO cocTasa Teia aetu ¢ HIT oxxnmaemo
JIEMOHCTpUPOBaAIU OoJiee TiayOOKHMe HYTPUTHUBHBIC HapylleHus. bojiee BbIpaKeHHBIN
nedunut XXM otmeuancs y MaibuukoB (85,5%), yem y neBouek (55,6%) (p=0,041). I1pu
CpPaBHEHHUH IOKa3zaTener napamerpa TM mexy MajdbUUKaMu U JIEBOYKAMHU B TPYIIIE
nereit ¢ HII Bce neBouku u 85,2% ManpunkoB MMENIM HU3KHUE 3HaAYEHUs ntapameTpa TM,

YTO KOCBEHHO CBHJIETEIILCTBYET O BRIPAXKEHHOM JePHUITUTE OSITKOBOW KOMIIOHEHTHI TeJia
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U WCTONIICHHM JAerno Oenka B opraHu3me peOeHka. OneHuBas MokaszaTellb MapaMmerpa
AKM, omnpegeneHo, 4yro 66,7% ManpbunkoB U 55,6% J€BOYEK HMMENU 3HAYCHUS
napamerpa AKM HWXe WHIMBUAYAJIBHOW HOPMBI, YTO TaKK€ CBUIETEIBCTBYET O
HEJI0OCTAaTOYHOCTHU OeJika B OpraHu3Me U Je(UIUTe KIETOYHOU MACCHI.

Cuurtaem BaXXHBIM TOAYEPKHYTH, UTO, 110 apameTpy Y OO0, 6osee 80% ManburKoB
U JIEBOYEK B TpyMNmax ¢ HEJOCTATOYHOCThIO MUTAHUS U 0€3 TaKOBOW MMENIM 3HAYCHUS
napameTpa YOO 3HauUUTENBHO BBIIIE BEPXHEU TpaHUIbl pePEpPEHCHOrO IUANa3oHa, 4To
KOCBEHHO  CBHJICTEJIILCTBYET 00 UW3HAYaJIbHO MW3MEHEHHOM  (KaTabOoJHU4YECKOil)
HaIpaBJICHHOCTH MeTabonu3Ma y aeteit ¢ JILII1.

N3BecTHO, UTO BOJHBIN OajaHC BIMUSIET HA MHTEHCUBHOCTh MPOTEKAHUSI BCEX
OOMEHHBIX IMPOILIECCOB B OpraHu3Me, a ero Ae@uuuT ycyryosser Tpoduyeckue
HapymeHus. Ho kimHuyeckas v 1abopaTopHasi OLIEHKa COCTOSIHMUS BOJIHOTO OanaHca
SIBIIICTCS 3aTPYIHUTEILHON M 4acTo HeoObeKTUBHOM y maruentos ¢ JIIIIT [103, 223].
[IpoBeneHHBIN aHATIM3 COCTaBa Tella B UCCIENOBAHUN MTOATBEPKAAET, uTo bUA sBnsiercs
MIPOCTBIM MHCTPYMEHTOM, MO3BOJISIONINM OLIEHUBATH COCTOSIHUE THAPATALIMU TKAHEH Y
nereir ¢ LI, B cBoeii padore Pelizzo G. et al. (2019), Lukaski H. et al. (2019)
PEKOMEHAYIOT uctonb3oBath bUA y nereit ¢ JALIII ¢ 1ienpro olleHKH BOJHOTO OajaHca
[103]. V neteii obenx rpynm mo aaHHbIM BUA omnpeneneHbl HapylIeHHUs MapaMeTpoB,
OTBEUAIOIIUX 3a ruapaTanuio Tkaneu. [To nmokasaremnto nmapamerpa OXK okosio 70% nereit
6e3 HII umenu nocrarounyro BoAHYI0 Harpy3ky. [1o 3nauenusm BXK oxono 30% ngereit
0e3 HII umenu u30OBITOK, UTO CBUACTEIBCTBYET O 3aJEPKKE >KUIAKOCTH, BEPOSATHO,
BcliesicTBue Major mobunbHocTu nerer ¢ JIIII. B rpynme nereii ¢ HIT ompeneneno
cHwkeHue mapamerpa OX Hmxke rpanuubl auamna3zoHa y 37% manpuukoB Uy 11,1%
neBouek. Y 50% neBouek u y 33,3% ManbuMKOB ONPEAECICHO MOBBIIMIEHHOE 3HAYEHUE
napametpa BX, uTo oTpakaer HapyiieHne BOJHOTO OajlaHCca U 3aJEPKKY KUIKOCTH B
opraHusMe. 3Ha4YMMBIX pa3JIMuvid MO NoJly o nokasaresnsm napamerpoB OXX u BK B

IpyIIax AeTer He ONPENEIIEHO.
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Takum o06pa3oM, B pe3yJibTare mpoBeeHHoro bBIA BHYTpH KaK 10 TpynIibl geTen
ycraHoBiieHO, uto aetu ¢ JIUII, eme He uMeronme HEAOCTATOYHOCTH MUTaHHUS,
XapaKkTepU3ylTCsl H3MEHEHHBIM KOMIIOHEHTHBIM COCTABOM TEJd, OTPakarolluM
HayalbHble HYyTpUTHBHBIE HapymeHus. Jetu c¢ HII gemoncTtpupyror riybokue
HapyLIEHUsl CTaTyca NUTaHUS B BHUAE HCTOUIEHUS OEIKOBOIO M JKHPOBOrO JIEIO
OpraHu3Ma.

Hetn ¢ JUII wacTo MMEIOT COCTOSHUS, KOTOPBIE OINPEICISIOT MOBBIIIEHHYIO
NOTPEeOHOCTh OpraHW3Ma B HYTPHUEHTAxX, B YaCTHOCTH, Oenke u 3Hepruu [42]. Takue
CUTYyallMH, KaK OIEPATUBHBIE OPTOIECAUYECKUE BMEIIATEIbCTBA, KyPChl JBUTaTEIbHON
peadwIMTalry, 4acThle PECHHpPATOPHbIE MH(YEKUUU, YXYIUIEHUE TEYEHUS OCHOBHOIO
HEBPOJIOTMYECKOr0 3a00jeBaHus (YCWICHHE IUCTOHMYECKUX aTaK, CIACTUYHOCTH),
COIyTCTBYIOIIAsl TSKENasi AMUIIEIICUS], COMPOBOXKAAIOTCS MOBBILIEHHON MOTPEOHOCTHIO
opraHusMa B HyTpueHTax u kajopusx [117, 173]. MoXHO MPeAoNIOKUTh, YTO JIETH C
JUII 0e3 HEIOCTaTOYHOCTH IUTAHUS, HO YK€ HMEIOLIUE CKPBIThIE HYTPUTUBHBIC
HapyIlIeHUsA, B CHUTYyalUsAX, 3HAYUTEIBHO IIOBBIIAIOIIMX pPAcXoJ DHEPIrUU U
IUIACTUYECKUX PECYPCOB OpraHu3ma, ObICTPO PEAIM3YIOT HyTPUTHUBHBIA AEPUIUT MPHU
OTCYTCTBUU JONOJIHUTEIIBHBIX KOPPEKIIMOHHBIX MEP.

Takum o00pa3oM, MOJyYEHHbIE B Haled paboTe pe3ynbTaTbl HCCIEI0BaHUSA
KOMITO3UIIMOHHOTO cocTaBa Tena y aered ¢ JILII 6e3 HeIOCTaTOYHOCTH MHUTAHUS U C
TpodruuecKuM ASHUIIMTOM HAy4YHO OOOCHOBBIBAIOT W MOJATBEPKIAIOT HEOOXOIUMOCTH
MPOBEJICHUS aHaliM3a cocTaBa Teja mMeroaoM BUA He TOoabko uisi 00BEKTHBU3AIUU
HYTPUTUBHBIX HAPYLICHUMN NPU KIMHUYECKOW HEAOCTATOYHOCTHU ITIUTAHUS, HO U C LIEJIBIO
paHHEW, TOKJIIMHUYECKON AUAarHOCTUKNA HAPYLIEHUH cTaryca nutanus y nereu ¢ JJLII.

B poctynHOil HayuyHOM JUTEpaTtype €CTh HEMHOTIOYUCIEHHbIC MyOIMKaluuu
IIOCJIEAHUX JIET, OLIEHUBAIOIIME CBA3b KOMIIO3MLMOHHOIO COCTaBa Te€ja, YPOBHA
nBuratenbHoro pazputus o mkaine GMFCS, tsxectu opodapunreansHoit AuchyHKINN
y nereit ¢ LTI [222]. 115 OL€HKH B3aUMOCBSI3U YPOBHS JIBUTATEIbHBIX HAPYIICHUN U
cTaryca MUTaHUS B HAIleM HCCIEAOBAaHUM ObUI TMPOBEACH CPAaBHUTEIbHBIA aHAIU3
napametpoB bUA y nereit ¢ JILII B 3aBCUMOCTH OT YPOBHS MOTOPHOM aKTUBHOCTH IO

mkane GMFCS. Jletu Obutn pactpeeneHsl Ha ABE TPYIIILIL: epBasi Tpymnna ¢ YpOBHEM
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MOTOPHBIX HapyeHui 1o mkaie GMFCS I-111, BTopas — netu ¢ TSHKeJIbIMU MOTOPHBIMU
HapymeHussmMu no mkaie GMFCS V-V,

AHann3 KOMITO3UIIMOHHOTO cocTaBa Tena y aereit ¢ JIII B 3aBucuMOCTH OT
YPOBHSI MOTOPHBIX HapyIIeHWH M cTaTyca nuTaHus nokasani, uyro npu GMFCS [-111
KOMIO3UIIMOHHBIN cocTaB Tena aerei ¢ HII u 6e3 TakoBoil 3HaUMMO HE pa3finuyaics mo
BceM aHanusupyembiM mnapamerpam bBUA. Cratuctuyeckd 3HAYUMBIE pa3Iudus
OTpeIeNICHbI MPU aHATN3€ KOMIIO3UIIMOHHOT0 cocTaBa Teja y rpynmn aereii c GMFCS V-
V ¢ HII u rpynmnel 6e3 HyTpuTHBHOTO Aeduumta. Y craHoBieHo, uto aetu ¢ HIT umenu
3HAYEHMS MapaMeTpoB TKaHeBoro cocrana Tena KM, % KM, TM, AKM, OX, BXK anuxe
no cpaBHeHuto ¢ netbMu ¢ GMFCS V-V 6e3 HII, paznuuns ObuIH CTaTHCTUYECKH
3HauYMMBI. TakuM 00pa3oM, MOKHO pe3toMupoBaTh, uTo netu ¢ JJLIT 6e3 HIT, GMFCS I-
1l meMoHCTpUPYIOT MapaMeTpbl KOMITIO3UIIMOHHOTO COCTaBa Teja, COMOCTABUMBIE C
napameTpaMu coctasa tena aerer ¢ HII.

TsKeCTh HEBPOJIOTHYECKOTO TMOBPEKACHUS OIMPEAENAeT YPOBEHb JIBUTATEIbHBIX
HapymeHuit 'y pebenka ¢ JIII u koppemupyer c TsxecThio opodapUHTeaIbHON
muchyukmum [191, 192, 193]. Orpannyenue HaBBIKa CaMOCTOSATEIHLHOTO 3((PEKTUBHOTO
1 0€30IMacCHOT0 MpHUeMa MUIIN U KUJIKOCTU OTPEEseT CUCTEMAaTUUeCKUE TPYTHOCTH C
MPOLIECCOM KOPMJIEHUS, CO3/Ia€T YCIOBUS HEJOCTATOYHOTO YNOTPEOIEHUS HY TPUEHTOB,
PHEPTrUM M SKUJKOCTH, YTO B KOHEUYHOM HTOT€ TPUBEIACT K PA3BUTHUIO HAPYIICHUUN
nutanus [106, 114]. BeposTHO, 4YTO HapylicHHE HaBblKa IHMTaHUSA, KOCBCHHO
OTPAXAIOLIEro TAKECTh OpOMOTOpHOU muchyHkumu y pedenka ¢ JLII, MoxeTr ObITh
PacCMOTPEHO B KaueCTBE MPEAUKTOPA HAPYIIIEHUH HyTPUTUBHOTO CTaTycCa.

Hamu 6b11 ipoBenieH ananu3 napamerpoB bBUA y nereit ¢ JILII B 3aBucuMoctu ot
OLICHKM HapyllleHui HaBblka nutanus no mkaie EDACS. Ilo pesynbraram ananusza
onpeneneno, yto neru 6e3 HII ¢ EDACS IV-V umenn noxaszarenu mapamerpa TM
3HAYMMO HIKE 10 cpaBHeHUIO0 ¢ jaetbmu onenkoit EDACS I-11l (p=0,012). Ilo
napameTpam BogHoro Oanmanca OXK u BXK Taxke mosry4eHbl CTATUCTUYECKH 3HAYUMBIC
paznnuus Mexay cpaBHuBaeMbiMU noarpymnmnamu (p=0,012 u p=0,038 cooTBETCTBEHHO).
3nauenuss YOO u @Y O6pumm Boimie y pereir EDACS V-V, uro kocBeHHO

CBUJIETEIBCTBYET O KaTabonmdeckoil HampasieHHoctu oomena (p=0,011 u p=0,049
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COOTBETCTBEHHO). [Ipu aHamornuHom cpaBHeHUU mapameTpoB BUA y nereit ¢ HIT mexny
MOATPYIIaMH, B 3aBUCHMOCTH OT OIICHKM HaBbIka nuTanus mno mkaie EDACS,
3HAYMMBIX PA3JIMYAN HE MOJIYYEHO.

Takum o6Opazom, getu ¢ EDACS IV-V eme 06e3 KIMHUYECKOW OIICHKU
HEJIOCTATOYHOCTH MUTAaHUSI UMEIOT HYTPUTUBHBIC HapylIeHUs MO pe3yibTaTam BbUA,
CBUJICTEIbCTBYIOIIME O CHUXKEHUM OEJIIKOBOrO KOMIIOHEHTa B OpraHu3Me U
KaTabOJMYeCKOW HampaBIeHHOCTH MeTaboau3Ma 1o cpaBHeHuto ¢ aetbMu EDACS I-111.
VY neren ¢ HII npu aHaIOrM4HOM CpaBHEHMH ITapaMETPOB KOMITO3UIIMOHHOIO COCTaBa
Tesa He ObUIO CTATUCTUYECKU 3HAYMMBIX Pa3Inyuil.

[TonydenHble pe3yabTaThl MO3BOJISIOT PE3IOMUPOBATH, YTO CBOEBPEMEHHAS
IUMarHocTuka npobinem c¢ kopmiieHuem pebenka c¢ JIHII, anexkBaTHas oleHKa
BO3MOKHOCTH CAMOCTOSITEILHOTO U 0€30MaCHOTO IpHeMa MUIIUA MOXKET CIIYKUTh OJTHUM
U3 OCHOBHBIX MOAUGUIMPYIOMMX  (PAKTOPOB, MNPEAYNPEKAAIOMMUX  Pa3BUTUE
HEJI0OCTAaTOYHOCTHU MUTAHUS UITU €€ TsHKEIbIX (popMm.

Hcnonp30BaHue CHENUATU3UPOBAHHBIX MPOIYKTOB [JIsl  JAOMOJHUTEIBHOTO
AHTEPATBLHOTO THUTAHUS SBISETCS OCHOBHOM MEpOW ISl KOPPEKIUHU HYTPUTHBHOIO
cTaTyca maiueHTa. J{Jis OlleHKH BIUSHUS TOMOTHUTEILHOTO SHTEPAIBHOTO MUTAaHUS Ha
MOKa3aTeld aHTPONIOMETPUM U KOMITO3UIIMOHHBIM cocTaB Tena y nereit ¢ I Obuia
BblJIeJIeHa rpynna u3 18 mauueHToB ¢ ymeperHoi u tspkenoi HII. K ocHoBHOMY paniiony
MAIMEHTHI TOJIyYalld CTeIHAIM3UPOBAHHBIN MPOAYKT JieueOHoro muTanus «HyTtpuzon
Dnsanc Hyrpuapunk»® (I'epManus) B uzokanopuiinoM passeaenun. J{o nagana JI0I1 n
yepe3 6 MecsleB NpUeMa MpPOBEJEHAa KOMIUIEKCHAs OIEHKa CTaryca MHUTaHUS:
AHTPOTNIOMETPUYECKHE M3MEPEHUS, OMOMMIICIAaHCHBIN aHaIu3 COCTaBa TeJa, OLICHEHBI
onoxummuieckue Mapkepsl ooMena oenka, MOP-1, AUJI u ypoBens kanpliuauoia. Yepes
3 wmecsia HaAOMIOIEHUS BBITIOJHEHB KOHTPOJIbHBIE OCHOBHBIE AHTPOIIOMETPHUYECKHUE
HU3MEPEHUs, KOTOphIE HE MPOJAEMOHCTPUPOBAIM 3HAYMMOIO YBEJIMYECHHUS MAcChl Tela,
pocra, UMT y nereii Ha ¢oHE HYTPUTUBHOW Koppekuuu. BenuumHa Z-Score
WMT/Bo3pact Bo3pocia B JuHaMuke HaOmroaenus no -2,05 [-2,41; -1,28] B cpaBHEHHH C

-3,0 [-3,0; -3,01] u nemMoHCcTpHpOBaa JIUIIbL TeHASHIMIO K pa3muuunio (p=0,05).
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AHani3 aHTpornoMeTpuueckux mokazateneit gerei ¢ JIIIIT depe3s 6 mecsieB
HYTPUTUBHOU KOPPEKIIMH IMOKa3a]d 3HAUMMOE YBEJIIMYEHUE MAacchl Tena, Z-SCOre macca
tenma/Bo3pact, TKIKCT, z-score TKXCT/Bospact. Ilokazatens WMMT 3Haummo
yBenuuuics — a0 12,50 [10,70;12,60] kr/m?, B otiauuue ot ucxoanoro 10,70 [9,2; 11,10]
kr/m? (p=0,011). Ompeneneno, uto 66,6% nereit (N=12) k KOHITy TIeprOIa HAOTIOACHUS
yinyutin nokazarenu UMT u umenu nerkyio crenenb HIL. Ilpu stom 33,3% nereit
(n=6) mo BenuuuHe Z-score UMT/Bo3pacT depe3 6 MeCsICB MUTATEIBHON KOPPEKIMU
COXpaHsIIH TsDKenyro crenens HIT (z-score>- 3).

Onenka mokasaresniell rmapaMeTpoB KOMITO3UIIMOHHOTO COCTaBa Tella y JeTeil ¢
JUII B qunaMuike HaOMIOACHUS TTPOIEMOHCTPUpOBaIa yBennueHue napamerpa KM kak
HauOoJiee JaOWIBHOM KOMIIOHEHTBI COCTaBa Teja, OBICTpEE BCEX pearupyrome Ha
yBEJIMYECHHE dHEpreThuueckor emkoctu panuoHa (p=0,049). 3nauenus napamerpa TM
BO3pOCIHU B AuHaMuKe nocie potauuu JIII, 4To cBUAETENHCTBOBAIO 00 yBEIUYEHUU
OeNKOBOM KOMIIOHEHTHI B opranuzme peodenka (p=0,017). MenuanHble 3HAYCHUS
napametrpa AKM yBenuuuinch 4yepe3 6 MmecsieB, HO 0€3 CTaTUCTUYECKU 3HAYMMBIX
paznuuui nipu cpaBHeHHH. [lokazarenmn mapamerpa YOO CHM3WINCH TOCIE Kypca
HYTPUTHUBHON KOPPEKIINH, 9YTO KOCBEHHO OTpa)kaeT U3MEHEHHE HAPABJICHHOCTH 0OMEHa
B CTOpOHY aHabomuyeckux mpoieccoB (p=0,015). [Tokazarens ruaparanuu tTkanein OXK
CTaJI BBIIIIE U CBUJIETEIHLCTBOBAJ 00 yJIydIlIEHUH BOAHOTO OanaHca B OpraHu3Me peOeHka
(p=0,013).

[TonydyenHsle  maHHBIE  YaCTUYHO  COTJIACYIOTCSI  C  pe3yJbTaTaMu,
npeacraBieHHbiMA B padote Turtooit O.H. ¢ coast. (2020), Tie mpoBeaeHa OlleHKa
3 PEKTUBHOCTH CMECH Ha OCHOBE THJPOJIM3a CHIBOPOTOYHOTO OeiKa sl MUIIEBON
koppekuuu nereit ¢ LI [38]. ABTopamu JoKa3aHO 3HAUUMOE YBEIMYEHUE MMOKa3aTeIen
aHTPOTMIOMETpHH: Macchl Tena, pocra, UMT, z-score UMT/Bo3pact, TKXKCT uepes 6
MeCSEB HYTpUTHUBHOM Koppekuun y 27 npereit ¢ LI, HO nmo mnapamerpam
KOMIIO3UIIMOHHOTO COCTaBa TeJla, XapaKTEepPU3YIOIUM HYTpUTUBHBIN ctatyc XM, %
KM, TM, AKM, He noay4eHO 3HAYMMBbIX Pa3IHuHil.

[Ipu cpaBHUTEIHLHOM aHaU3e JA00PATOPHBIX MAPKEPOB HYTPUTUBHOIO CTATyCa B

rpynmne aerert ¢ JUII ¢ HII, nomy4aromux QONOJHUTENBHOE 3HTEPAIBHOE IUTAHUE,
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ONpEJENIEHO, YTO BCE aHAIM3UpyeMble MoKa3zaTenu OelIKoBOoro oOMeHa 10 Hauaia
MUTATEIBLHOM KOPPEKIMH HaXOIWINCh B Ipeaenax pedepeHcHbIX 3HaueHuid. [locie
notauuu JIOII HECKONbKO YyBENWYWINMCH TOKa3aTelu oOmiero Oenka, anbOyMHuHa,
TpaHchepprHa, HO CTAaTHCTHYECKH 3HAYUMBIX pasznuuuii He Obuio. CHuXeHue
a0COTIOTHOTO YHCIIa IUM(POIIMTOB MOKET OTPaKaTh CTENIEHb HEJOCTATOYHOCTH TTUTAHUS
[49]. B nmannoi rpynme nereit ¢ LIl cHwkenus ypoBHs AYJl menee 1,8%10%9/m,
XapaKTEpPHOTO MpU HUCTOIIECHUU MyJia OejKa, HE OMpEeJeTIeHO HU y OJHOro peOeHKa.
Yposenb AUJI maxomwiics B mpefeliax HOPMaIbHBIX 3HAu€HUM y Bcex aeTeil, 0e3
3HAQUMMBIX pa3nuyuil B AuHaMuke. [lo JaHHBIM Hay4yHOW JHUTEPATYpPbI, KOHIIEHTpaUs
N®P-1 moxeT pearnpoBaTh Ha ITOBBIIIEHWE HDHEPIETUYECKOM EMKOCTH palHOHA M
yBeJnueHue 1oau oenka B nutanuu [140]. B Hamem uccnenoBanuu nokasarenu MOP-1
OCTaBAJIUCH B MpeJieniax pedepeHCHOTOo quana3oHa y BceX MalMeHTOB 10 Havyalia I0Talluu
JIOI1 1 3HaunMO HEe BO3pOCiiU Ha (DOHE HYTPUTUBHON KOPPEKIUH.

AHaM3upysi TOJIYYEHHBIE pE3yJNbTaThl, MOXHO CHAENaThb BBIBOJA, 4YTO
ompejieNisieMble  JTAOOpAaTOPHBIE MAapKephl M3HAYAIBHO HE OTpa)Kald W3MEHEHMUS
MeTabonu3ma Oelika, XapaKTepHbIC JJIsi HEJOCTATOUYHOCTH MHUTAHUS W 3HAYMMO HE
yBenuuminch nocie goranuu D11 cranmapTHOW mOIUMEpHON CMEChI0 B TeueHue 6
MecsiteB. [lonmydeHHble HaMHU Pe3yJbTaThl COTJACYIOTCS ¢ paHee OMyOJMKOBAaHHBIMU
UCCJICIOBAHUSIMHU, W, BEPOSITHO, CTaHIAPTHBIC TMOKa3aTeld OEJKOBOr0O oOMEHa He
SBJISIIOTCSL  YyBCTBUTCIBHBIMM MapKepaMH HEJIOCTaTOYHOCTH murTanus [126, 219].
YpoBeHb KadblMauOda B CBHIBOPOTKE KPOBU Yy JIE€TEH COOTBETCTBOBANI ACHUIIUTY
ButamuHa D o nawama JIDI1. Bceem nmersM ObUT Ha3HaueH KOPPEKIIMOHHBIA KypC
BOJTHOTO pacTBopa XoJiekanbludepona B TedeHuu 30 JHEW B TepaneBTUUYECKUX
JIO3UPOBKaX B 3aBUCUMOCTH OT HCXOJHOI'O YPOBHSI KalbLIMAMOJA, C IMOCIEIYIONUM
Ha3HauYeHHUEeM MpoduIakTUIecKux 103. [1o ucrteuennu 6 MecseB 3HaUCHUS] MEAMAHHBIC
3HAYCHUS YPOBHSI KAJIBIIUANOJIA HAXOAWIUCH B TIpeiesiaX HeJJOCTaTOYHOCTH BUuTamuHa D,
HO CTAaTUCTUYECKH 3HAYUMO HE PA3JIMYAIUCH [IPU CPABHECHUMU.

Pe3tomupysi BBIIIEU3IIOKEHHOE, Mbl MPUILIM K BBIBOAY, uTto notauus JOII
CTAHJAPTHON MOJUMEpPHON (OPMYJION B H3OKAJOPUITHOM pa3BEICHUM OKa3bIBaeT

ITOJOXXUTCIIbHOC BJIIMAHHMEC HC TOJIBKO Ha IIOKAa3aTCIN (1)I/ISI/II-IGCKOFO pa3BUTHA, HO U
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KOMITO3UIIMOHHBIN cocTtaB Tena y nered ¢ JUII m HII. Ynyumienme mnokaszareneu
aHTporiomeTpun (Macca Tena, Z-Score maccel tena/Bospact, UMT, TKIXKCT, z-score
TKXKCT/Bo3pact, z-score OIl/Bo3pacT) CBHIETEILCTBYIOT 00 YJIYYIICHUU COCTOSTHUS
HYTPUTHUBHOI'O CTaTyca, MOBBIIICHUU YNMUTAHHOCTU peOeHKa. 3HAUMMOE YBEITUYCHHE
napamerpoB KM, TM, cauxenue YOO, noseimienne OX, 0o gaHHBIM
OMOUMITEIaHCOMETPHUH, CBHUJIETEIBCTBYET O SBHOM IMOJIOKHUTEIBHOM IHEPTreTUYECKOM
OanaHce, yJIYYIIEHHMM TUApATallMM  TKaHEW, YyJIOBIETBOPEHHHM  MHUTATEJIbHBIX
noTpebHocTel pedenka. Ognako 30% (N=6) aeteit, momyqarouux J(I11, He ymydmmmu
nokazarenu UMT, uro cooTBeTcTBOBaAIO TsAKENO0M cTenenn bBOH, HO B TO ke BpeMs, 1O
JaHHBIM WHAMBHUAYAJIBHOTO TMpoTokosa bBbHUA, 3T netm wWMmenu 3HaAYUMBbIC
MOJIOKUTEIIBHBIE M3MEHECHUS KOMIIO3MIIMOHHOTO COCTaBa Tejla B BUAE ITOBBIIICHUS
napameTpoB KM, TM u AKM, 4To cBUAETENHCTBOBAIO 00 YBEJIMUYECHUU JIETIO KUPA U
OeJika B Opranu3Me peOeHKa.

Takum 00pa3oM, pe3yJbTaThl HACTOSIIETO HCCIEIOBAHUS TMOATBEPKIAIOT, YTO
aHaJIN3 KOMIIO3UI[MOHHOTO COCTaBa Tejla METOJO0M OHOUMIIEIaHCOMETPUU SIBIISETCS
MHQOPMATUBHBIM HWHCTPYMEHTOM HE TOJBKO OIIEHKM CTaTyca NUTaHus, HO U
MOHUTOpHUHTA 3PHEKTUBHOCTH MPOBOAUMON MUTATEIHLHOU Koppekuuu y nerei ¢ LI

JIns moucka B3aMMOCBS3EM AHTPONIOMETPUYECKHUX ITOKA3aTENEd M IapaMeTpOB
KOMITO3UIIMOHHOTO cocTaBa Tena y geteit ¢ LIl Obu1 mpoBeneH KOppessIIMOHHBIN
aHamn3. [lomydeHbl MHOKECTBEHHBIC JIMHEWHBIE IIOJIOXKUTEIBHBIE B3aUMOCBS3H
aHTPONIOMETPUUECKHUX IMOKazarenen u napametpoB bIA kak B rpynmne neren ¢ HII, Tak
u 0e3 pedpunura nutaHus. lIpoBens cpaBHUTENBHBIE MApaUICId MOJTYYSHHBIX
KOPPEISIUMOHHBIX B3aUMOCBS3€HM, MOKHO CAENaTh BIBOA, uTo y Aeter ¢ LI B rpynmax
C HEJOCTAaTOYHOCTHIO MUTaHUS U 0e3 AeduluTa MUTAHUS MEXIY OJHUMU U TEMHU XKe
MOKa3aTeIs MU MMEIOTCS KaK aHAJIOTWYHbBIC, TaK WM Pa3HOHAIIPABJIICHHBIC B3aUMOCBS3U
PA3JIMYHOM CUJIBI.

3aciy’>KUBalOT BHHUMAHUS 3HAYUMbIE  OTPUUATEIBHBIE  KOPPESALHOHHbIC
B3auMocBs3u napamerpa Y OO u nokazareneit antponometpun y aetei ¢ JILIIL. B rpynme
nereir 6e3 HII ormeuensl cuibHBIE B3auMOCBsizu Mexay YOO u poctom (r=-0,857,

p<0,001), YOO 1 maccoii Tema (1 =- 0,850, p<0,001), YOO u OII (r =- 0,868, p<0,001),
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Z-score Macca Tena /Bo3pact (r =- 0,731, p<0,001), cBsi3u cpenneit cuibl Mmexay YOO u
UMT (r =-0,442, p=0,009), mexxny YOO u z-score UMT/Bo3pacrt (r=- 0,559, p=0,001).
B3zaumocssasu nokazarenss YOO ¢ HEKOTOPbIMU aHTPOITOMETPHUECKUMU IMOKAa3aTEISIMU B
rpymme aereid ¢ HII Oblim aHanoruyHbl B3aMMOCBSI3SIM B Tpyrie geted 6e3 HII.
[Tapamerp YOO wmMen oTpUIATENbHYIO CHIBHYIO B3aUMOCBs3h ¢ poctoM (r=-0,811,
p<0,001), ¢ maccoii Tena (r=-0,833, p<0,001), ymepeHHy10 00OpaTHYIO B3aUMOCBS3b C Z-
score macca Ttema/Bo3pact (r=-0,490, p=0,003), z-score poct/Bo3pact (r=-0,424,
p=0,013). BepodTHO, Tmpu  yBEIUYEHUHM MaCCO-POCTOBBIX  IIOKazaTened u
aHTPOMIOMETPUUECKUX HWHACKCOB Ha (OHE KOPPEKIUU HEIOCTATOUHOCTH THUTAHMUS,
nokazaresib YOO CHuXaeTcsi, COOTBETCTBEHHO OyJeT MEHSThCA U HANPaBIECHHOCTh
0oOMeEHa BEIIECTB.

BrinosHeHa onieHKa KOpPEISLMOHHBIX B3aUMOCBS3EH MexAy napamerpamu BUA
1 1abopaTopHBIMU Mapkepamu OenkoBoro ooMena B rpymre nereit ¢ HII. Ilokazarens
YOO Ob11 00paTHO B3aMMOCBSI3aH C ypoBHeM obmiero Oenka (r=-0,388, p=0,041).
MOXHO MNpENNoJOXKUTh, YTO, MPHU KOMIEHCAIIMM HEJAOCTATOYHOCTU IUTaHUS,
BOCIIOJTHEHUS O0enKoBOro neduiura, Oy/1eT MEHIThCS MHTEHCUBHOCTH OOMEHA BEIIECTB
U TIPOIECCHl CUHTE3a OyAyT MpeBaIMpOBaTh HAJ MpolleccaMu pacmana oenka. Ciemyer
OTMETUTH HAJIUYHUE NMPSAMON B3aHUMOCBS3M YMEpEeHHOU cuibl Mexay MPP-1 u AKM
(r=0,557, p=0,001), UDdP-1 u CMM (r=0,655, p<0 ,001). B padorax Ahmed S. et al.
(2010) mokazarens MDP-1 paccmaTpuBaeTcs B KadecTBE Mapkepa Jeduiimra MeIIeqHO N
MAacCChI TIPH TSKEIBIX XPOHUYECKUX COMAaTHYECKUX 3a00JIeBaHusAX y aerei [71].

[Tonyuyennyto B3aumocBsizb MDP-1 u mapamerpoB TM u AKM B Hameii padote
MOXHO OOBSICHUTH HMEHHO JTUM (akToM. OTMeueHa OTpUIllaTeIbHAs CHUJIbHAS
B3auMOCBs3b Mexy MDP-1 u mapamerpom YOO (r=-0,702, p<0,001). Cuurtaercs, 4to
npu aedunute nutaHus koHreHTpamus WMOP-1 B kpoBu cHUXkaeTcs, HO, MO Mepe
KOMIICHCAIIUM HEJOCTATOYHOCTH TUTAHMS, yBelIUuuBaeTcs KoHueHtpauus MDOP-1 B
KPOBH U MEHSIETCS KaTaboIruecKkas HarmpaBlIeHHOCTh oOMeHa BerecTB [221]. OxHako B
Hareil padoTe y JeTeil ¢ HeJOCTaTOYHOCThIO TuTaHus Ha (oue potarmu J[OI1 Mbr He

MOJYYWJIM 3HAYUMOTO TOBbIICHUST mokaszaresisi UDPP-1 B chIBOpOoTKE KpoBU uepe3 6
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MECAILIEB HYTPUTUBHOW KOPPEKLHMHU, 4YTO, BEPOSATHO, CBA3AHO C OrPAHUYECHHOUN
YUCJIICHHOCTBIO BBIJICJICHHOU TPYIIIIHI.

B wuccnenoBannu mpoBeNieH aHAINU3 KOPPENAIMOHHBIX B3aMMOCBS3EH B TpyImie
neteit 6e3 HII mexty HapyllleHHeM OLIEHKOUW CTENeH! HApyIICHHs HAaBbIKa MTUTAHUS 110
mkane EDACS u mapamerpamMu KOMIO3MITMOHHOTO coOcCTaBa Tena. OmnpeaeneHbl
OTpUIIATEIPHBIC B3aUMOCBSI3M YMEPEHHOW cuiabl Mexnay oineHkod EDACS wu
napametpamu OX (r=-0,411, p=0,01), BX (r=-0,366, p=0,024), CMM (r=-0,34,
p=0,037) u T™M (r=-0,406, p=0,012).

[TosrydeHHbIE pe3ynbTaThl MO3BOJSIOT CAENATh 3aK/IIOUEHUE, YTO WU3MEHEHMS
KOMITO3UIIMOHHOTO cocTaBa Tena pedenka ¢ LI ycyryOmsrorcss mpu HapacTaHUU
CTETICHH TSDKECTH HapyIlIeHWH HaBblka mnurTaHus. OmpeserneHa 3HayuMMas mpsMas
B3aMMOCBSI3b YMEpPEHHOU cuiibl Mexay orieHkor EDACS u napamerpom YOO B naHHOM
rpynme nerert (1=0,460, p=0,010). Ham npeacraBisieTcss TOTUYHBIM, YTO TPYIHOCTH C
OpPUEMOM THUIIM B KOHEYHOM HUTOT€ MPUBEAYT K ACPUIUMTHOMY pallMOHY M, Kak
CIIEJICTBUE, HApPYIICHWIO HYTPUTUBHOIO CTaTyca, H3MEHEHHIO KOMIIO3ULIMOHHOIO
cocraBa Tena. B cBow ouepenb, (QOpMHUpPOBAHUE U YCYTyOJIGHHE TSKECTH
HEJIOCTAaTOYHOCTH TUTaHWA OyJeT BIWATh HAa WHTEHCUBHOCTh W HAIPaBIECHHOCTD
OCHOBHOTO OOMEHa y MaIMeHTa.

Hnst  ompenenenus HamOosiee  3HAYUMBIX  (aKTOpPOB M TOKa3aTesei,
accoruupoBanHblx ¢ HIT y mereit ¢ JILIII, Obl1 mpuMeHEeH METOa MHOTO(aKTOPHOTO
JOTUCTHYECKOTO PErpeCCHMOHHOTO aHaln3a. B  JIOTHCTUYECKYI0 perpeccuto ObLIH
BKJIFOUYEHBI MMOKA3aTeNH, CTATUCTUYECKU 3HAYUMO pa3lIMYaloluecs B Tpymmax AeTei ¢
HIT u 6e3 HII unu umeromue TteHaeHmuioo k paszmuuuio (0,05<p<0,1), Bcero 14
nepemennsix: EDACS V-V, GMFCS V-V, cmemannas gopma JLII, cnactuueckas
dopma  JIIIII, mnpuem aHTHUKOHBYJIBCAHTOB, AaHTPOMOMETpUYECKUE  (Z-SCOre
TKXKCT/Bo3pact, z-score OlIl/Bo3pact, z-score KMMT/Bo3pacT), napameTpbl
KoMIo3uIHoHHOro coctaBa teaa (KM, AKM, TM, CMM, OX, BX). B xoxe
MOIIIArOBOTO BKJIIOYCHHUS] TMPU3HAKOB B OKOHYATEIHHOE YpPaBHEHUE JIOTUCTUYECKOU
perpeccuu BBIACNEHBI TPU TIEPEMEHHBIC, 3HAYMMO CBSI3aHHBIE C (OPMUPOBAHHUEM

HeJI0CTaTOYHOCTH TuTaHus: z-score OIl/Bozpact, z-score MMT/Bo3pact, mapamerp
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AKM. Ilpu noctpoernu ROC-kpuBoi 4yBCTBUTEIBLHOCTD MOJIYYEHHON MaTEMaTUYECKOM
Moaenu coctaBuia 88,2%, cnemudpuunocth — 90,3%, olOmas mnpeackasareabHast
TOYHOCTh — 89,2%. JlomOAHUTENBHO Ui BBISIBICHHUS HAauOOJee 3HAYUMBIX (PAKTOPOB U
MOKa3aTeliel, aCCOIMMPOBAHHBIX C HAJWYMEM HENOCTATOYHOCTH IMUTAHHS y JETEH C
JIUIT, GMFCS IV-V, Obu1 TakXke MpUMEHEH METO MHOTO(aKTOPHOTO JIOTUCTHICCKOTO
PErpeECCUOHHOTO aHaJn3a.

B pe3ynbprare momaroBoro BKIFOUEHUS B JIOTUCTUYECKYIO PETPECCUIO ONTPEAEIHIIN
MEPEMEHHbBIC, 3HAYUMO CBSI3aHHBIE C Pa3BUTHUEM HEJAOCTATOYHOCTH MUTAHUS Y JETEH C
JUIT ¢ yposuem GMFCS IV-V. 3HauuMmble mepeMeHHblE ObUIM aHAJIOTHYHBI
MIEPEMEHHBIM, UCIIOJIb3YEMbIM B YPAaBHEHUHU JIOTUCTUUECKON PErpeccuu sl BCceX JeTen
c JLII: z-score OIl/Bo3pact, z-score UMT/Bo3pact, napametp AKM. B nocrpoenuun
MOJIyYCHHOW MaTeMaTH4eCKoW Mojenu TmokaszaTtenb Z-score HMMT/Bospact, kak
NEepeMEHHas, SBJISETCA OOIICTPUHITBIM KPUTEPUEM JUarHo3a HEAOCTaTOYHOCTHU
NUATaHUS y feTeil. JlonoMHUTENbHbIE, IOJIYYEHHBIE B PE3YJIbTAaTe MOCTPOCHHS MOJETU
nepeMenHble — z-score OIl, AKM, nmoarBepkaar0T CBOIO BBICOKYIO AUArHOCTHYECKYIO
neHHocth st auarHoctuku HIT y gereit ¢ I, 4yTo O0COOGHHO 3HAYMMO MpU
3aTPyJAHUTEIILHON aHTPOTIOMETPUYECKON OIleHKe, BhIuncieHuu Z-score UMT/Bo3pact y
nereii ¢ LI, GMFCS IV-V.

C uenblo omnpeneraeHus 3HAYMMOCTH BKJIAJa PA3JIUYHBIX JUATHOCTHYECKHUX
apaMeTpoB OMOUMITeTaHCOMETPHH, AHTPOTIOMETPUYECKUX WUHJIEKCOB,
(YHKLIMOHATIBHBIX IIKAJ JJs OLEHKW HYTpUTUBHOro craryca y aered ¢ JILII Obin
MpOBeIeH MHOTO(AKTOPHBIN JIBYXATaHBIA KIACTEPHBIN aHanu3. B kiactepHbIil aHanm3
OBUTM BKJIIOUEHBI CIEAYIOLIME TMEPEMEHHBIC, CBS3aHHBIE C OIEHKOW HYTPUTUBHOTO
cratyca y aereit ¢ JULII: mapamerpst BUA (KM, BX, OX, AKM, TM, YOO),
aHTporoMeTpuueckre maHHbie (Z-Score MMT/Bo3pact, z-Score OIl/Bo3pact, z-Score
TKXKCT/Bo3pact), mnoka3zarenu (YyHKIMOHAJIBHBIX WIKaJ, OTpaXKalolUUX YpPOBEHb
neurarenbHbix HapymeHuit — GMFCS [1l1-V — wu ouenky HapylleHHs HaBbIKa
6e3omnacHoro u dpdexruBHoro murtanus — EDACS V-V,

Bo Bpems mocnegoBaTeIbHOM KilacTepu3aldu ObLIO ONpeeseHo Tpu Kiactepa. B

nepBbeiid kiactep Bonum 60,7% (n=17) mereti ¢ JLII ¢ HemoOCTaTOYHOCTHIO ITHUTAHMS,
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39,3% (n=11) — 6e3 HII. Bo BTOopoM kiactepe Takke qomuHuposanu aetu ¢ HIT — 65%
(n=13) neteit u Toapko 35% (N=7) mereii 6e3 HEIOCTATOUYHOCTH MHUTAaHHA. B TpeTbem
kinactepe — 84,6% (n=11) mereéi 6e3 HII, 15,4% (n=2) — netm ¢ HYTPUTUBHBIM
nedunurom. Takum o0pa3oM oOpa3oBajach JiBa KiacTepa — IEpPBbIA U BTOPOH, B
KOTOPBIX OOJIBIIMHCTBO AETEW C HEJOCTaTOUYHOCTHIO MUTAHUS, U TPETUH KJacTep — C
MOIABJISIFOIINM OOJIBIIMHCTBOM JieTel 0€3 HeJJOCTATOYHOCTH MUTAHUS.

[Io aHTpONOMETPUYECKMM HHJEKCAM OXHIAeMO caMmble HH3KHE 3HauyeHUs
JIEMOHCTPHUPYIOT JIETU TIEpBOT0 U BTOporo kinactepoB ¢ HII nmo cpaBHeHuto ¢ getbmu 6e3
HIT (puc. 18). TlomydeHbl CTAaTUCTUYECKU 3HAYUMBIE pPa3gU4Msl IO BCEM
aHTPOTNIOMETPUYECKUM MHJIEKCaM Mexk 1y nepBbiM (netu ¢ HIT) u tpetbum (netu 6e3 HIT)
kiactepoM: z-score OIl/Bo3zpact (p=0,003), z-score TKXKCT/Bo3zpact (p=0,012), z-score
UMT/Bo3pact (p=0,036).

OGpamiaet Ha ce0s BHUMaHUE TOT (DaKT, 4yTO MO BenuuuHe Z-score UMT/Bo3pact
Mexay BTopbiM kiactepoM (metu ¢ HII) u Tperbum kmacrepom (metu O6e3 HII) ne
MOJIYYeHO CTAaTHUCTHYECKH 3HauuMbIX paziauumii (p=0,250), a mo uHmekcam Z-SCore
OIl/Bo3pact u z-score TKXKCT/Bo3pacT Mexay JaHHBIMU KJIacT€pamMH pa3indus ObUn
3HaunMsbl (p<0,001 u p=0,003 COOTBETCTBEHHO).

Bepositho, y aereit ¢ JILIT nokazatens z-score UMT/Bo3pacT He Bcerna sBiseTcs
OOBEKTUBHBIM M OJHO3HAYHBIM 11 auarHoctuku HII B cumy ocoOGenHocTei
busnueckoro pasputus pedbeHka. CiexyeT OTMETHTh, YTO MO BCEM AHAIM3UPYEMBIM
aHTPOTIOMETPUUECKUM HMHJIEKCaM, MPU CpaBHEHHH KiacTepoB mepBoro (metu ¢ HII) u
tpetbero (meru ©Oe3 HII), monmydeHbl CTaTUCTUYECKHM 3HAUYMMBIE aAHAJIOTHYHBIC
pe3yNbTaThl, KaK ¥ TPU MPOBEICHUHU OMHMCATEIHHOTO CPABHUTEILHOTO CTATUCTHUECKOTO
aHanu3a Mexnay aByms rpynnamu gered ¢ LTI ¢ HepocTtaTouHOCTRIO MUTaHUS U 0€3
TakoBOW. Bce aHTpomomeTrpuyeckue WHACKCHI ObUTM 3aKOHOMEPHO 3HAYUMO HUXKE Y
JeTel ¢ HelocTaToYHOCThIO uTaHus (p<0,05).

[To ypoBHIO NBHUTaTENBHBIX HAPYIICHWH BO BCEX OOPA30BaBIIMUXCS KiacTepax
JIOMUHUPOBAJIN JIETH C TSHKEIIBIMU MOTOPHBIMU orpanndeHnmHu 1o mkaie GMFCS V-V,
B nepBom kiactepe (netu ¢ HIT) — 85,7 % (n=24) nereit umenin GMFCS V-V yposens,
Bo BTOpoM kiactepe (¢ HIT) — 100 % nereit ¢ GMFCS IV-V, B Tpetbem kiactepe (6€3
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HIT) — Oonee mnomnoBunbl, 61,5% (n=8), nereii uMenn aHAIOTWYHBIA YPOBCHD
JIBUTATEJIBHBIX HapylleHuu. Jletn ¢ Oosee JerkuMu JBUTATEIbHBIMU HapyUICHUSIMU —
GMFCS I-11 w GMFCS Il — 6sutn mpeacTaBiaeHbl TOIBKO B TiepBoM kiactepe (¢ HIT) u
B TpetheM kiactepe (6e3 HII). B mepsom kiactepe (¢ HII) metu c Goisee yerkumu
JIBUTATEIILHBIMU HApYIICHUIMHU pactpeaemuch mopoBHy: GMFCS I-11 -7 % (n=2) u c
GMFCS Il — 7% (n=2). B tpetbem knactepe (0e3 HIT) metu ¢ GMFCS I-11 coctaBunu
18,1% (n=2) u npet ¢ GMFCS Il — 20% (n=3). I1pu cpaBHCHUM pacIipeaeIcHHs aeTei
no ypoBHIO GMFCS mosydeHbl CTaTUCTUYECKA 3HAYMMBIC PA3THUUAS TOJIBKO MEXKITY
BTOopbIM (¢ HIT) 1 TpeThumM kiaactepom (6e3 HIT) (p 2-3=0,033). [1pu cpaBHEHHH TIEPBOTO
(c HIT) u tpetrero knactepa (0e3 HII) mo qanHOMY mokasatento pa3ninuuid He 0610 (P
1-3=0,117). Ciegyer OTMETHUTb, YTO JIETH C YPOBHEM MOTOPHOIN aKTUBHOCTH IO IIIKAJIC
GMFCS |11 6b1mu pencraBiiens! kak B kiactepe 6e3 HII, Tak u B kimactepe nereit ¢ HIT.

bonee monmoBuHbl nerer B kiactepax ¢ HII mmenu 3HaunTenbHbIE HApYLIECHUS
HaBbIKA TIpHeMa MUIIU U MUThS, B OTIMYUE OT KJIacTepa, 0ObEeIMHSIONIEro JAeTei 0e3
nedunuTa nuTaHus, rae Toabko 15,4% cocraBuim aetu c onenkoit EDACS IV-V. Ilpu
CpPaBHEHHHU TIO JAHHOMY ITOKa3aTeN0 MOJyYeHbl CTAaTUCTHUYECKH 3HAYMMBIC Pa3ITUIHS
MeX Iy Kiactepamu BTOpbIM U TpeThuM (p <0,001) u nepBeiM u TpeThuM (p=0,002). [Tpu
aToM 61,5% nereit u3 kinacrepa 0e3 HII umenu ypoBeHb IBUTaTeNbHBIX HAPYLIEHUH 11O
mkane GMFCS I1lI-V. BepostHO, ypoBeHb [BHUTaTEIbHBIX HAPYIICHUW M0 IITKaJe
GMFCS, otpaxkaronuii TsSHKECTh HEBPOJOTHYECKOTO TOBPEKICHHUS, HE BCEr/a MpsiMo
KOPPENUPYET C TAKECTHIO OPOMOTOPHBIX HapymeHui y aereit ¢ LI

[To mapameTpaM KOMMO3WIIMOHHOTO COCTaBa Teja, IMPU CPABHEHUU MEXKIY
KJIacTepaMu (TIEpBOTO M TPETHETO ) IeTeH C HEJOCTATOUHOCTHIO MUTAaHUsS U 0€3 TaKOBOiA,
MOJTyYeHbl CTATUCTUYECKH 3HAYMMbBIC Pa3IMuWs MO BCEM IMOKAa3aTeIsiM TapaMeTpoB
OMOUMITETaHCHOTO aHalln3a, AaHAJIOTWMYHBIE pe3yJibTaTaM paHee MPOBEICHHOTO
CPaBHHUTEJIHHOTO aHaln3a B HACTOAIIEM HCCIIECIOBaHWH. BaXHBIM, Ha HaIl B3I,
SBJISIETCSL pacHpeielieHne KJacTepoB Mo Mokaszarento DY, KOCBEHHO OTpakarolleMy
COCTOSIHME BCEX KIJIETOUYHBIX MEMOpaH OpraHuh3Ma W HalpaBlIE€HHOCTh MeTadosu3Ma.
Omnpeneneno, uro nokasarenu @Y ovens npotuBopeunsl y aeteit ¢ HII (kimacrepst 1 u

2). Briie 3nauenusa @Y 7,5 [6,51;9,45] y nereii u3 1 kinactepa 1o CpaBHEHHIO C I€TbMHU
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n3 2 knacrepa — ®Y 5,95 [6,51;9,45], onnHAKOBO HMMEIOIIUX HEIOCTATOYHOCTH
nutanus (p=0,007).

Takum 00pa3om, MPOBEAEHHBIN JIBYX3TAalHbIA KJIACTEPHBIN aHAJIU3 MO3BOJIMII HE
TOJBKO IIOATBEPAUTH IIOJYYEHHBIE paHEEe pe3yJbTaTbl B  XOJE€ HACTOSIErO
WCCIICIOBAHUS, HO U TOJYYHUTh JOIMOJHUTEIBHBIE AKIEHThl MO OLEHKE 3HAYMMOCTHU
nokasareyied aHTpornoMeTpuu U mnapameTpoB BUA, (QyHKIMOHANBHBIX IIKaI IS
JAArHOCTUKU HYTPUTUBHOIO crarycay aereu ¢ JILII. Pe3ynprars! kitactepHOro ananusa
MO3BOJISIIOT clenaTth BbIBOA, 4To Jaetu ¢ JIIII m HemocTaTOYHOCTBIO MUTAHUSA
MPEICTABISAIOT COOOM OYEHb TETEPOTCHHYIO TPYIINY MAlMEHTOB, UMEIOT Pa3IMYHbIN
KOMIO3UIIMOHHBIN COCTaB TeJia U pa3HOHANPaBJICHHbBIE U3MEHEHUSI METa00JIU3Ma.

YpoBEeHb  MOTOPHBIX  OTPAaHMYECHUW, OTPAKAIOMIMK  CTENEHb  TKECTHU
HEBPOJIOTHYECKOro noBpexaeHus y peoenka ¢ LI, sBnsercs nensmeHHbIM (pOHOM /17151
pPa3BUTHS HYTPUTUBHBIX HapylieHUl. OCOOEHHOCTH KOCTHOTO CKeyeTa, (U3UYeCKOoro
pa3BUTHS, KOMIIO3UIIMOHHOTO COCTaBa Teja, MeTadoJIM3Ma, OPOMOTOPHBIE HAPYIICHHUS,
HaJIM4KME COMYTCTBYIOMIEH marosnoruu y pedenka ¢ LI tpeOyroT MHIUBHIYaTIBLHOTO
MOJX0/1a K OLIEHKE HYyTPUTUBHOTO CTATyCa KaXKI0r0 MalueHTA.

OueBHIHO, YTO TPYAHOCTH C KOPMJIEHHEM BCIIEJICTBUE HAPYUICHUN HAaBbIKA
s pexkTUBHOCTH U O€30MaCHOCTH MpHUeMa TMUTAHUS SBJISIOTCS MOAUDUIIMPYEMbIM
dbakTopoMm, ympaBiss KOTOpPHIM, Bpad CIOCOOCH TMpEeAyNpeuTh pPa3BUTHE WIIU
YMEHBIINTh TSDKECTh HYTPUTUBHBIX HapylleHui. Beigenenue rpynm  gereu
HYTPUTUBHOI'O PUCKA HA 3TAIe OKa3aHMs EPBUYHON MEIUKO-CAHUTAPHOU MEIUIIMHCKON
MTOMOIII MOKET 3HAYUTEIBHO YJIYUIIUTh Ka4eCTBO MEAUITMHCKOTO HAOIIOIeHHS U Oy IeT
OTBEYATh COBPEMEHHOM KOHIEeNMHU Kypauuu pedenka ¢ LTI

dopmupoBaHue y Bpada-mieuarpa IpoPuiIakTUUeCKo cTpaTeruu, HaleleHHON
Ha BbiABJIeHHE aerert ¢ LI, moaBep:KeHHbIX pUCKY HEAOENAHNS, AKTUBHAS IMIO3ULUS B
obOecrieueHUU peOdeHKa aJeKBaTHBIM MMUTAHUEM, YCTPAaHEHUE TPYIHOCTEH ¢ KOPMIICHUEM
emie 70 pa3BUTHUA HYTPUTUBHOTO JAePUIIMTA, MOTYT CIOCOOCTBOBATH CHIKCHHIO
pacupoCTPaHEHHOCTH HEJOCTATOYHOCTH TUTAHUS ¢ YacCTOTHl TSDKENbIX  (GopM
HApyLICHUN NMTAaHUSA B OTHAJICHHOM IIPOTHO3€. Y IOBJIETBOPUTEIBHBIM YpPOBEHb

COMATHYECKOTO 3JIOPOBBS, IMOJHOIICHHAS BOBJeYeHHOCTh pebenka ¢ JILII B mporecc
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BOCCTAaHOBHUTEJIBHOTO JICUCHHS II03BOJISIT OOECIEUHTh MaKCHMAaJIbHO BO3MOKHYIO

3 PEKTUBHOCTD PEAOMITUTAIIMOHHBIX MEPOIIPUSTHIA.
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BbIBO/IbI

1.V nereit ¢ JUIT ¢ GMFCS IV-V 1 He10oCTaTOYHOCTHIO MUTaHUSL OIIPEICIICHBI
6onee Huskue nokazarenu UMT, TKXKCT, okpyxHocTu Gefipa B CpaBHEHHUH C JIETbMHU C
GMFCS I-1ll (p=0,037, p=0,029, p=0,008 cootBerctBernHo). Merum c JIIII 6e3
HEIOCTATOYHOCTHU IHTaHUA, ¢ oneHkoul mo mkaire EDACS V-V, nMmeroTr 3HaunMbIe
paznuuusi B pocTe, Macce Tela, Z-SCOre mMacchl Tela/BO3pacT, OKPY>KHOCTH Oelpa 1o
cpaBuennto ¢ gerbmu ¢ EDACS I-III (p=0,018, p=0,028, p=0,02, p=0,044,

COOTBETCTBEHHO).

2. Ilokazarenu, XapakTepHu3yOIIHe OCIIKOBBIM OOMEH: OOIIHiT OEIIOK, aTbOYMUH,
TpaHcpeppuH, HUHCYJIMHOMOMOOHBIN (aktop pocta — 1 y gereit ¢ JUII ¢
HEJIOCTAaTOYHOCThIO MUTAHUS U 0€3 HYTPUTUBHOTO Je(UIINTA HE BBIXOIST 3a MPEICIIbl
pedepeHCHBIX 3HAYEHUN U HE MMEIOT CTATUCTUYECKH 3HAUYMMBIX Pa3IMuui y JeTe, B
3aBUCUMOCTH OT HaJM4Usl M CTEMEHU TsHKECTH HyTpuTuBHOro nedunurta. Huskyro
oOecrieueHHOCTh BUTaMUHOM D umerot Bee aetu ¢ LI, ¢ HeqocTaToYHOCThIO TUTaHUS

u 0e3 TaKOBOM.

3. Hetu ¢ JALIII 6e3 He1oCTaTOYHOCTH UMEIOT HapYIICHUS KOMITO3UIIMOHHOTO
cocTaBa Tejia B Bujie cHikeHus napametpoB KM, TM, AKM, CMM 6onee yem Ha 50%
oT uHaMBHyaIbHOU HOPMBL. Y 80% nmereit ¢ I ¢ HemocTaTOUHOCTHIO MUTAHUS U O€3
TaKOBOM ormpeneneHbl 3HaueHus mapamerpa YOO Bbllll€ WHIUBUAYAIBHOW HOPMBI,
CBUJICTEIILCTBYIOIIME O BBICOKOM YPOBHE OCHOBHOTO OOMEHa M KaTaOOJIM4YEeCKOU

HaIIpaBJICHHOCTH MeTa0oJIu3Ma.

4. Jlotanusa JOMOJIHUTEIBHOTO SHTEPAIBHOIO MUTAHUSI B T€YEHUE 6 MECSIEB
M30KAJOPUMHON TOJMMEPHOM CMECBIO OKa3bIBACT IOJIOKUTEIBHOE BIIMSHUE Ha
busnueckoe paszputue gerer ¢ JIII ¢ ymMepeHHOW W TSXKENOW CTENEHBIO
HEJIOCTATOYHOCTHU MUTAHUS B BUJIE YBEJIMUYEHUSI IOKA3aTEJIEN MacChl Teja, Z-SCOre MaccChl
tena/Bo3pact, UMT, TKIXKCT, z-score TKXXCT/Bo3pact, z-score OIl/Bo3pact u Ha
KOMITO3UIIMOHHBIM cocTtaB Tena y aered ¢ JAUII B Buge 3HAUMMOro MOBBILICHUS

nokaszarenei nmapamerpoB KM, AKM, TM, OX no nanHbIM OMOUMIIETaHCOMETPHH.
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5. letu ¢ AT 6e3 nenoctarounoct nutanus ¢ EDACS V-V nemoHcTpupytoT
cHmwxkenue napametpo TM, OX, BXK, nossiieane YOO, @Y 1o cpaBHEHHUIO C AETbMHU
c EDACS I-lll (p=0,012, p=0,012, p=0,038, p=0,011, p=0,049). V nereir ¢ JALII 6e3
HEJI0OCTaTOYHOCTH MUTAHUS YCTAaHOBJIEHA OTPUIIATENIbHAS B3AUMOCBSI3b YMEPEHHOU CHIIbI
mexay EDACS u OX (1=-0,411, p=0,010), BX (r=-0,366, p=0,024), CMM (r=- 0,340,
p=0,037), TM (r=-0,406, p=0,012). V nereit ¢ JLII u HemocTaTOYHOCTHIO TMUTAHUS
oTpejiesieHa OTpHIlaTeNIbHasT B3auMMOCBSI3b yMepeHHou cuiibl mexay EDACS u BXK
(r=- 0,302, p=0,044).

6. ¥V nereit ¢ JUII ycranoBieHbl He3aBUCHMBbIE (PAKTOPbI PHCKA Pa3BUTHS
HEJOCTATOYHOCTH IIMTAaHUS: OLIEHKAa HaBblka nuranusa no mkame EDACS V-V
(OI=2,476; p=0,039) u npuem npoTtuBodTIIeNTHUCCKUX TpenaparoB (OIII=3,354;
p=0,04). B kauectBe criocoba MPOrHO3MPOBAHUS HEJOCTATOYHOCTH MUTAHUS Y JIETCH C
JII pazpaboTaHo ypaBHEHHE JIOTUCTHYECKOM perpeccuu, BKItoYarolee B cedst Z-Score
UMT/Bo3pact, z-score OIl/Bo3pact u mnapametrp AKM mno paHHbIM MpOTOKOJIA
OonouMIienancoMeTpun.  JlmarHoctuyeckass IEHHOCTh  MPEIJIOKEHHOW  MOJIENH:
qyBCTBUTEIBHOCTh — 88,2%, cnemuduanocts — 90,3%, 00mas mnpemcka3zareinbHas

touHocTh — 89,2 % (p<0,001).
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NNPAKTUYECKHUE PEKOMEH/JALIMN

1. Hasrane oka3zaHus NEpBUYHOM U CIIELUATM3UPOBAHHON MEIUIIMHCKON ITOMOIIH
netsm ¢ JAIII HeoOXoauMo HpOBOAUTH OLEHKY HApPYLIEHUN HaBbIKA MUTAHUS 10
kinaccudukanmun EDACS ¢ nensto nuddepeHITMpOBaHHOTO MOAX0a K 00CCIICUCHHUTO

YCJIOBI/Iﬁ 0e301acHOTo0 U AJICKBATHOT'O ITpoHcCCa IprucMa Iuiiu.

2. Jletm ¢ JILII 6e3 HeIOCTaTOYHOCTH IIMTAHUS, HMMEIOIIUE OTKJIOHCHUS
[apaMeTPOB KOMIIO3ULIMOHHOTO COCTaBa Tela M0 WHAWBUAYAIBHOMY MPOTOKOIY
OMOMMIIEITAaHCHOTO aHaju3a B BUJIC CHUKEHHUS IapaMeTPOB >KMPOBOM MacChl, TOIIEH
MAaCChl, aKTUBHOM KJIETOYHOW MACCHhI, MOBBIIICHUS MTAPAMETPOB YIECIBHOIO OCHOBHOTO
oOMeHa, BHEKJIETOUHOU >KUJIKOCTH, JOJIKHBI OBbITh BBIJICJICHBI B TPYIITY MOBBIIIEHHOTO
pHCKa pa3BUTHUS HEIOCTATOYHOCTH MUTAHUS UL JTUHAMUYECKOW OLIEHKU HYTPUTUBHOTO

cTaryca.

3. Jns cBoeBpeMEHHON M OOBEKTUBHOW OIEHKH HAPYIIEHUH HYTPUTHUBHOTO
cratyca y gnered ¢ JUII pexkomMeHIOBaHO BKJIIOYUTH pa3pabOTaHHBIN aJITrOpPUTM
JWAarHOCTUKU W IPOTHO3UPOBAHUA HENOCTATOYHOCTH mnuTaHusa y nerer c¢ LI B
MIPAKTUYECKYI0 JEATENBbHOCTh BpAadye€U-NIEAUATPOB, HEBPOJIOTOB B MEIUIMHCKUX

opranuzanusx r. Tromenu u TromeHckoi oomactu (mpuit. Nel).
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HNPUJIOKEHHUE

AJ]I‘OpI/ITM AUATrHOCTUKH U IIPOTHO3UPOBAHHA PUCKA PA3BUTUA HCIOCTATOYHOCTH

MMATaHUA Y IETeH ¢ JETCKUM LepeOpaTbHBIM apaTndoM

Peb6enoxk ¢ LI

Ouenka HaBbIKa 3(PPeKTUBHOTO M Oe30ImacHoro muTanus 1o kiaccudukarmuu EDACS

A 4

EDACS | - 111

CTaHJIapTHBIA PAlMOH MMUTAHUSA, PEKOMEH AN
CeMbe IO AIanTaIuy NPoIecca KOPMIICHUS,
MoAU(UKAIIMN TEKCTYPbI TTUIIH

EDACS IV -V

y

PEKOMEHJALIUH CEMBE I10 aJalTaluU
mporecca KOpMICHHsI, MOAU(PUKAITIS
TEKCTYPHI MHIIU U /AN AIbTePHATHBHBIN

cIoco0 KOPMJICHUA

A

y

AHTpomnometpusi: Macca tena, poct, UMT, okpyxHocTs mieua (OI1), z-score UMT/Bo3zpacT,
z-score OIl/Bo3pact

HET |< Henocrarounocts mutanus z-score UMT/Bo3pact > I[A
v
AHanm3 KOMIIOHEHTHOTO cocTaBa Tejia MetojioM bUA ¢
onieHkoM napametpoB: KM, % KM, AKM, TM, OX, BXK,
YOO
OTKIJIOHEHUS TapaMeTPOB
[prem OMOMMIIETAHCOMETPUHU OT UHIUBUAYATBHOMN JlormonHuTenbHOE
AHTHKOHBYIJILCAHTOB HopMbI: cHukeHue KM, % KM, AKM, TM, SHTEPAIILHOE NTUTAHUE
noBeimenne YOO, BXX

A4

I'pymnmna pucka no ¢opMUpOBaHUIO
HEJ0CTAaTOYHOCTH MUTAHUS

\ 4

A 4

Pa3paboTka MHIUBUYaTbHOTO JIaHA HAOIIOICHUS
1 peabuInTanuu

Yepes 6 mecsLes
O1nieHKa aHTPOMOMETPHH: Macca Tena, poct, UMT,
okpyxHocTh 1uieda (OIl), z-score UMT/Bo3pacr,
z-score OIl/Bo3pacr;
Ouenka napametrpoB BUA: KM, %XM, AKM, TM,
OX, BX, YOO
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