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AHHOTaLUSA

BBenenue. B cratbe mpejcTaBieH aHaIW3 JAaHHBIX (PU3MUYECKOTO Pa3BUTHUS JIETEH C
¢denunkeronypueii. Ileab muccjeqoBaHusi - OIEHKAa ypPOBHS — IOKa3aTeseu

¢u3nueckoro pasBUTHS y JAeTed ¢ (PEHUIKETOHYpHEeH B pPa3IMYHBIX BO3PACTHBIX
IpyIIax, TIOUCK B3aMMOCBA3EH MEXAY [OKa3aTelsiMA poOCTa U yPOBHS
runepeHmwnananiaemMu. Martepuaabl M MeToAbl. B wucciemoBanue ObLIO
BiitoueHo 208 nereld, crosimux Ha ydyere B [ BY3 CO «KnnmHuko-1uarHocTuuecKui
IIEHTP OXpaHbl 37I0pOBbsI MaTepu U peOEHka» r. ExarepunOypra. B BbieleHHBIX
rpynmnax ObUIM MPOBEJEHA OIEHKA IMOKa3aTeled pocTa W Beca B COOTBETCTBHM C
HEHTWIBHBIMU  TaOMUUAMHU, JJIS  CpPaBHEHMs  MOKa3aTejledl  MCIOJIb30BaJICH
HenapaMeTpuieckuil Kpurepud ManHa-YutHu. Pe3yjabrarbl. boJbIIMHCTBO AeTE C
Pa3IMYHON KOHIIEHTpalKuel (peHuIalaHiHa B KPOBH, B KaXKJI0M BO3pAaCTHOW rpymre
MMEIOT CpEeIHHME ToKa3zaTeau (QPU3NYECKOrOo pa3BUTHUSA, MPU 3TOM HAUOOJBIINUNA
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NPOLIEHT CPeJHUX ToKaszareseld BcTpeuaeTcs y nered no rona (77%). Makcumym
AeTel ¢ PU3NYECKUM pa3BUTHEM, OTCTAIOIIMM OT BO3pacTa, HaOII01aeTcsl y AeTel OT
I rona no 3 ner (17,4%). O6cy:xnenne. JlueroTepanus U KOHTPOJb YPOBHS
¢dbenuHanaHMHa CIOCOOCTBYET MOAJEPKAHUIO (U3UYECKOTO pa3BUTHUA JETe Ha
rapMOHUYHOM ypoBHE. BbIBoAbI. PacueT kputepus ManHa-YUTHU CBUAETEIBCTBYET
00 OTCYTCTBMM CTAaTUCTUYECKH 3HAYUMOM CBSI3U MEX]y LEHUTEISIMU COOTHOLUEHUS
pocT/BO3pacT U ypOBHEM deHmnanannHa.
KiroueBble ciaoBa: netd, (QEHWIKETOHYpHs, OLIEHKa (U3UYECKOTO Pa3BUTHS.

ASSESSMENT OF PHYSICAL DEVELOPMENT OF CHILDREN WITH
PHENYLKETONURIA
Olga A. Sagadeeva!, Victoria A. Skurikhina?, Inga A. Plotnikova®

1-3Ural State Medical University, Yekaterinburg, Russia
lsagaolya8@gmail.com
Abstract

Introduction. The article presents an analysis of data on the physical development of
children with phenylketonuria. The aim of the study - to assess the level of physical
development indicators in children with phenylketonuria in different age groups, to
search for relationships between growth indicators and the level of
hyperphenylalaninemia. Materials and methods. The study included 208 children
registered with the Clinical Diagnostic Center for Maternal and Child Health in
Yekaterinburg. In selected groups, growth and weight indicators were assessed in
accordance with centile tables, and the nonparametric Mann-Whitney test was used to
compare the indicators. Results. Most children with different concentrations of
phenylalanine in the blood, in each age group, have average indicators of physical
development, while the largest percentage of average indicators occurs in children
under 1-years-old (77%). The maximum of children with physical development
lagging behind the age is observed in children from 1 to 3 years old (17.4%).
Discussion. Diet therapy and control of the level of phenylalanine helps to maintain
the physical development of children at a harmonious level. Conclusions.
Calculation of the Mann-Whitney test indicates the absence of a statistically
significant relationship between connoisseurs of the height/age ratio and the level of
phenylalanine.

Keywords: children, phenylketonuria, assessment of physical development.

BBEJAEHUE

Cpenu oOIMpHON TPYIIIBI HACIEICTBEHHBIX (DEPMEHTOMATUM, PUBOISAIINX K
HapyIlIeHusIM MeTtabonn3ma aMUHOKUCIOT (AK) OoJbIONH OMBIT HAKOMJICH B
AuarHoctTuke W JjedeHun ¢enuaketonypun (OKY). [1]. Yacrora DKY B
eBporneickux crpaHax, B cpeaHeM 1 Ha 10 000 HOBoOpoXmeHHBIX [2].

B Poccun, 1m0 [AaHHBIM HEOHATAJIBHOIO CKPUHUHIA, OTOT I[IOKA3aTENb
coctaBisieT 1 Ha 7142 HOBOPOXIEHHBIX, C BApUALUIMH B PA3IUYHBIX CYOBEKTaX
Poccuiickoi denepanuu oT 1:3000 J10 1:18 000 [3].

Heab ucciaegoBaHusi - OLIEHKA YPOBEHb (DM3MUECKOTO Pa3BUTHUS y JAETEH C
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(EeHUTKETOHYpUE pa3HOW CTENEeHH BBIPAKEHHOCTH, BBIIBUTH KOPPEISAIUIO
MoKa3aTesield pocTa U ypoBHS rutnepdeHuIaTaHTHEMUH.

MATEPHUAJIBI U METO/bI

B uccnenoanue 6nu10 BritoueHo 208 aereit, crosimux Ha yuere B ['BY3 CO
«KIMHUKO-TMarHOCTUYECKUN IIEHTP OXpaHbl 3/I0pPOBbs MaTepu W peOEHKa» T.
ExarepunOypra. [Ipeamert uccrnenoBanus — aHaMHe3 3a00JI€BaHUs, KU3HU, KIMHUKO-
nabopaTopHblE W WHCTPYMEHTAJIbHBIE JaHHBICE y JAeTe C (EeHUIKETOHYpHUEH,
HaXoAUMXCcs Ha AueTorepanuu. Kpurepun BkitodueHus: Bo3pact oT 1 aus g0 17 ner
11 wmecsueB, YCTaHOBJICHHBIM JHUarHo3 ‘‘(GpeHUNIKeTOHypus . B  BbIIeICHHBIX
BO3pACTHBIX Tpymnmnax ObUIM MpoOBEAEHA OlIEHKa [oKa3aTeleld pocTta M Beca B
COOTBETCTBUM C LEHTUIbHbIMU  TaOnmuuamu. [lokaszarens  ¢eHunanaHuHa,
UCIIOJIb3yeMbId B HMCCIIEIOBAHUU - aKTyaJbHBII HA MOMEHT MOCIEAHETO MpHemMa B
MEJMKO-TeHETUYeCKOM IeHTpe. [l cpaBHeHHMs ToKaszareled B  rpymmax
HCIIONB30BaJICsl HemapameTpuieckuilt kpurepuii Manna-Yutau (U). KauecTBeHHbie
MOKa3aTely MPEJCTaBICHbI B BUE a0COJIIOTHBIX uncel U 10y (%) oT 00IIero yucia,
IIPpU MPOBEPKE HYJEBOW TUIMOTE3bl Pa3IMyus CUUTAIM CTATUCTUYECKU 3HAYMMBIMU
pu p<0,05.

PE3YJIBTATHBI

[Tokazarenu wuHaekca macchl Tena (MMT) u cooTHollleHHe poCT/BO3pacT
pacripe/iesieHbl B BO3PACTHBIX TPYIIax, BbIJICIEHHBIX JU3aifHOM HccienoBaHus (110 1
roga, 1 - 3 roga, 3- 7 ner, 7-12 ner, 12-17 ner), B COOTBETCTBUM C LEHTUJIHLHBIMU
tabnumamu. OTpakeHo pacrpezaenenue mnokazarened MMT B mponeHTHOM
COOTHOIIICHHH B CBOEH TpyIie ¢ rapMOHUYHBIM ¢usndeckum pazsutuem (77,21;
73,91; 51,16; 64,01; 66,67%), orcratomum (18,18; 13,05; 37,21; 21,88; 16,66%) u
onepexaromum (5,55; 13,04; 11,63; 14,05; 16,67%). OtpaxkeHo pacmupeeiieHue
MoKa3aTesied COOTHOIIEHUS POCT/BO3PACT B MPOILIEHTHOM COOTHOIICHUU B Ka)IOu
rpymnme ¢ rapMoHuYHBIM (9,52; 65,22; 62,79; 76,56; 57,14%), otcrarommm (9,52;
17,39; 4,65; 9,38; 11,9%) u onepexatomum ¢usuyeckum pazputuem (80,96; 17,39;
29,56; 14,06; 30,96%).

[Ipn pacu€re kpurepuss MaHHA-YUTHU TOJYYEHBI CIEAYIOIIME IAHHBIE: B
rpynme npereid mo roma U=25,5; mereit ¢ Bo3pactom 1-3 roma U=23,5; 3-7 ner -
U=43,5; 7-12 net - U=147,5; netu 12-17 ner - U=57 (p <0,05). B kaxxaom ciydae
MOJTYYE€HHOE 3HA4YCHUE KpUTEepUst MIPEBBIIIATIO Usp.

OBCYXIEHUE

B kaxmol BO3pacTHOW TpyMIl€ OIECHUBAJICA MHIEKC MAcChl Tela B
COOTBETCTBUHM C PErHMOHAIBHBIMU M IEHTWIbHBIMU Tabnuuamu [4]. BoabImmMHCTBO
JIETEl B KaXKIOM TpyIie UMEIOT CpeHUEe MoKa3aTeau (PU3NYECKOTro pa3BUTHS, MPU
TOM HauOOJIBIIUKA TPOLEHT CPEIHUX TOKa3aTelell BCTpEeYaeTcs B BO3PACTHOM
rpymnmne nere 1o roga (77%) [5]. Hanee ¢ yBenumueHuEeM BO3PACTHOM TPYIIIBI €ro
3HaQYEHUE CHUIKAJIOCHh, O HAMMEHBIIIETO 3HAUYCHUS y JIETe B BO3pacTe OT 3-X 10 7-
Mmu Jiet (51,2%), cHoBa Bo3pacTas B rpynie aeteit ot 12-tu qo 17-tu net (66,1%) [5].

[Io cooTHONIEHHIO pPOCTa M BO3pacTa MOXHO TOBOPUTH O TpeobJialaHuU
rapMOHUYHOTO (PU3MYECKOI0 Pa3BUTHUSI BO BCEX IPYINax, 3a UCKIIOYEHUEM JCTeH 110
rojia, y KOTOpBIX MpeodJiaano onepekeHre MacrmopTHOrO BO3pacTa Mo MnapaMmeTpam
¢usnueckoro paszButus (66%), a Takke HaOMOAATaCh TEHACHIMS K YBEIUYEHUIO
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yIEIbHOTO Beca JETeW CO CpeAHMM YPOBHEM pa3BUTHS K 7-12 romam, nanee
coxpaHsisicb Ha ToM xe ypoBHe (76,6%). Makcumym pnereir ¢ (u3ndecKuM
pa3BUTHEM, OTCTAIOIIMM OT BO3pacTa, HaOII0AaI0Ch B BO3pACTHOMU rpyrme oT 1 roaa
10 3 JeT (17,4%)[7].

AHanmu3 ~ B3aMMOCBSI3M  TOKazaresen deHmnananuHa B KPOBH,
3a()UKCUPOBAHHBIX Ha KpailHEeM mpueme JaeTed, BO B3aWMOCBS3U C MapaMeTpamu
pocTa M BO3pacTta, MPOBOJIMJIICSA C MCHOJb30BaHUEM Kputepuss ManHa-YuTHH (TalJI.
1.). Ilo naHHBIM, NOJyYEHHBIM B pe3yJibTAaTe€ pacuera KpUTEpUs, MPUHUMAETCS
HyJieBasi TUIIOTE€3a C BEPOSTHOCTBIO 95%, paznuuus B YpPOBHSX BBIOOPOK MOXHO
CUMTaTh HecyllecTBeHHbIMH. KosebaHuss ypoBHsS (QeHWIalaHMHa B KpPOBU U
OTHECEHUE MOKa3aTelsl pocTa pedeHKa K TOMY WM MHOMY LIEHTUIBHOMY KOPUAOPY,
HE BBIBWIN CTATUCTUYECKU 3HAUUMOM CBSI3U, 4YEM OOJIbIIIE BO3PACT.

Taomuna 1
Coneprxanue (heHMIaTaHUHA B KPOBU UCCIIETyEMbIX Ha JIeHb KpaitHEero
nprema.
[Tokazatens/Bo3pact Hetu no 1|1-3 3-7 7-12 | 12-17
roja roga |Jer JeT | JeT

Hetun c JOTyCTUMBIM | 78,26 76 5455 |26 25,53
conepxxannemM @A B KpoBH, %o
Hetun C MOBBIIIIEHHEIM | 21,74 24 4545 |74 74,47
conepxxanreM @A B KpoBH, %

*

[Ipumeuanue: - pa3nmMuus ToKazaTeliel cratuctudecku 3HadnMmbl (P<0,05).

BbIBO/IbI

1. YenbHbI Bec neTeil ¢ TapMOHUYHOE (PU3HUECKOE PA3BUTHE UMEET BBHILIE B
rpynmne nperei g0 1 roma (77,27%), cHuxkaeTcss B CpedHEl BO3PACTHOW TpyIie
(51,16%), c¢ panpHEeWmMM yBEIMYEHHEM Yy JeTed B cTapiieM BO3pacTe.

2. IlpoueHT amerel ¢ mokazaTesnssMU (PU3MUECKOTO PAa3BUTHUS BBIIIE CPEIHErO
BO3pacTaer C YBEIUYECHUEM 1754 BO3pacTa.

3. OmnepexxeHue MACMHOPTHOIO BO3pacTa IO KPUTEPUIO JJIMHBI TeJla Yallle
BcTpevaeTcs y neredt 10 1 roga (80,96%), orcraBanue - B Bo3pacTHO# rpymme ot 1
roja 10 3 JeT, B OCTAJIbHBIX Ipynmnax Mnpeodsagarolui Mmokas3aTelb (U3n4ecKoro
Pa3BUTHS — CPETHUIA. 4. ITo
Kputepuro MaHHA-YUTHU HE HAWJIECHO CYLIECTBEHHOW B3aMMOCBSA3U MEXKIY
YBEIMYEHUEM KOJudecTBa (heHWSIaJaHWHA B KPOBU M OTKJIOHEHHUSIMHU IOKa3aTeseu
pocra y JIETEN.

5. Cucrema JUHAMUYECKOTO KOHTPOJIA 3a JEThbMU C (DEHUIKETOHYpHUEH,
BKJIIOYAIONIasi KOHTPOJb AMETOTEpanuu M YpoBHS (eHUJATaHWMHA KPOBH, B LIEJIOM,
JOKa3bIBaeT CBOIO A((PEKTUBHOCTH B pa3pe3e OIEHKH COMaTOMETPUYECKHUX
nokasaresiei, OJHaKo TpeOyeTcs MPOJOHKEHUE HWCCIEeOBAaHUM ISl BBISBIICHUS
INPUYUH OTKJIOHSIOMIErocs (PU3MUECKOro pa3BUTUS M runeppeHuIalaHuHEMUN Y
YacTH MallUEHTOB.
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