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PE3IOME

LleAb. M3y4mTb OCOBEHHOCTM HYTPUTUBHOIO CTATYCQA, BKAIOYAS CoU3M4ecKoe pa3BUTUE, KOMMO3MLMOHHBIM COCTAB TeAQ, OCHOBHOM OOMEH,
SHEPreTMYeCKyIo LLEHHOCTh PALMOHA M KOAMYECTBO XOAECTEPUHA, MOTPEBAIEMOrO C MULLIEH, Y AETEHN C CEMENHOM rvnepxorectepmHemumedt (CrXC).
MauneHTbl U METOABI. [1T0A HOBAIOAEHMEM HAXOAMAOCH 39 AeTel (19 aeBoyek 1 20 maab4mkos) ¢ CTXC, Kak reHeTUYeCKM MOATBEPXKAEHHOM (N =
11), TGK 1 YCTAQHOBAEHHOM HQ OCHOBAHMM Kputepues CarmoHa bpyma (n = 28), B BospacrTe 9,9 [6,0; 12,9] reT. Bcem AeTIM NMpOBEAEHbl OLEHKA
QPU3NIECKOrO PA3BMTHA HO OCHOBAHMM MHAEKCOB Z-score MIMT, Z-score pocCTa, Z-score MACChl TEAQ/POCT, PACCYATAHHBIX MPY MOMOLLIM MNPOTPAMM
Anthro 1 Anthro plus; QHOAM3 OAKTMYECKOrO MUTAHMS C MUCMTOAb3OBAHUEM CTAHAQPTHOM MPUKACAHOM MOOMPAMMbI; MCCAEAOBAHME COCTABA TEAQ
npPY MOMOLLIM BUOUMMIEAQHCHOIO AHAAM3ATOPA INBody 770, OCHOBHOM OBMEH, M3MEPEHHbIM METOAOM HEMPIMOM KAAOPUMETPMM.
Pe3yAbTaTbl. Y 55 % aeteri ¢ CTXC cousmnyeckoe pasBUTMe rapMOHUYHOE, Y 27 % MUMEACS A@CDMLIMT MACCHI TEAQ, Y 18 % —n3BbITOYHAS MACCA TeAd
nAM oxxupeHme. MNpu aHaau3e goaKTUYeCKOro MUTaHM 53 % naumeHTos noTpebaian 6oree 200 mr xorectepmHa (XC) B CYTKM, MOAOBMHA M3 HWUX —
60aee 300 mr XC B CyTku. AMAna3oH npeBbiLeHmns noTpebaeHus XC OTHOCUTEABHO PEKOMEHAOBAHHbIX GOU3MOAOTMYECKMX MOTPEBHOCTEN C y4ETOM
XApPAKTEPA OCHOBHOIO 3060AEBAHMS COCTABMA OT 24 A0 67 %. [Ty M3y4EeHMM MOKA3ATEAEN KOMMO3ULMOHHOIO COCTABA TeAd y 47 % naumeHToB
¢ CIXC >KnpoBas MACCA B MPEAEAOX HOPMbI, Y 39 % —CHWXKEHA HA 1874 %, y 14 % —noBbiLueHA HA 14—197 %. MeAMAHQ MPOLEHTHOTO COAEPXKAHMS
Xupa cocTaBuaa 17,8 [12,7; 22,4]%. N0 AQHHBIM HEMPAMOM KAAOPUMETPUM YCTAHOBAEHO, YTO Y 21 % NALMEHTOB YPOBEHb SHEPIOTPAT MOKOS
COOTBETCTBOBAA BO3PACTHbLIM MOTPEOHOCTIM, Y 8 % OTMEYEHO CHMXXEHME MOKA3ATEAS HA 2-26 %, ¥ 2/3 AeTel perncTpmpOBAAOCH €0 NOBbILLIEHWE
Ha 3-69 %. CKOPOCTb OKMCAEHUS XKMPOB, HAMPOTUB, BbiAQ MOBbILLEHA Y 71 % AeTer Ha 3-86 % 1 CHMXEHA AnLLb y 6 %.

3akaroyenmne. Pusmdeckoe passmtne aetert ¢ CIXC BbIAO MPEUMYLLIECTBEHHO CPEAHUM, TAPMOHMYHBIM, MPK ITOM Y TPETH AETEN OTMEYAACS
AECOULIMT MACCHI TEAQ. YPOBEHb OCHOBHbIX MOKA3ATEAEM AMMMAHOTO OOMEHA HE 3QBUCEA OT COM3UYECKOTrO PA3BUTHS MALMEHTOB. AQHHAS MATOAOMMS
Y AETEN C HOPMOABHOM MACCOM TEAQ MAU C AECOULIMTOM MACChI TEAQ 3Q4ACTYIO OCTAETCS HE AMArHOCTUPOBAHHOM.

KAKOYEBBIE CAOBA: cemelHas rmrnepxoAeCTepUHEMMS, AETH, COU3NHECKOE PA3BMTUE, XOAECTEPMH, AMMIMAHbBIM OBMEH, AMeToTepParnus.
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SUMMARY

Aim. To study the features of the nutritional status, including physical growth, body composition, energy value of the diet and the amount of
cholesterol consumed with food, in children with familial hypercholesterolemia (FH).

Patients and methods. The study included 39 children (19 girls, 20 boys) with familial hypercholesterolemia, both genetically confirmed (n = 11)
and established on the basis of Simon Broome criteria (n = 28), aged 9.9 [6.0; 12.9] years. All children were assessed for physical growth based on
the Z-score BMI, Z-score height, Z-score body weight/height calculated using the programs Anthro and Anthro plus; analysis of actual nutrition
using a standard application program; study of body composition using the InBody 770 bioimpedance analyzer, the basal metabolic rate
measured by indirect calorimetry.

Results. 55% of children with FH had harmonious physical growth, 27 % had a body weight deficit, 18 % were overweight or obese. 53 % of patients
consumed more than 200 mg of cholesterol per day, while half of them consumed more than 300 mg of cholesterol per day. The range of excess
consumption of cholesterol in comparison to the recommended physiological needs for patints with FH ranged from 24 to 67 %. The fat mass
according to the body composition in 47 % of patients with FH is within the normal range, in 39 % it is reduced by 18-74 %, in 14 % it is increased
by 14-197 %. The median fat percentage was 17.8 [12.7; 22.4]%. According to indirect calorimetry, it was found that the level of resting energy
needs corresponded to age needs in 21 % patients, in 8 % it was decreased of 2-26 %, in 2/3 of children its increase was recorded by 3-69 %. The
rate of fat oxidation, on the contrary, was increased in 71% of children by 3-86 % and reduced only in 6 %.

Conclusion. The physical growth of children with FH was mainly average, harmonious, while a third of the children had a mass deficit. The level
of the main indicators of lipid metabolism did not depend on the physical growth of patients. This pathology in children with normal body weight
or with a body weight deficit often remains undiagnosed.

KEY WORDS: familial hypercholesterolemia, children, physical development, cholesterol, lipid metabolism, diet therapy.
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Brenenne

Cewmeiinas runepxonectepuaemust (CI'’XC) — rpynmna Ha-  po3a U, Kak CJIEACTBHE, K paHHUM CEPJIeYHO-COCYANCTHIM
CJIEZICTBEHHO 00YCJIOBJICHHBIX HAPYIICHUI 0OMCHA JIMIUIOB, COOBITHAM B MoJooM Bo3pacte [1, 2]. 90 % CI'XC nacne-
JUIS KOTOPBIX XapaKTE€PHO MOBBIIICHUE YPOBHS XOJIECTEPUHA  AYIOTCS IO ayTOCOMHO-JOMUHAHTHOMY Ty [3]. CornacHo
(XC) n nunonpotrenHoB HU3KoH motHoctH (JITTHIT) B kpoBH,  kitaccuuranuu aucaunuaeMuid GpeaprukcoHa namueHTsl
YTO HMPUBOIUT K MPEXKICBPEMEHHOMY pa3BuTHIO atepockie- ¢ CI'XC otHOcsaTcs k runepiunuaeMusm tumna [la, 1Ib u I11;
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OnpeaeAeHHbI auarHos CIXC

Ao 16 aeT  « XC > 6,7 MMOAB/A AW ATTHIT > 4 MMOAB/A

B COYETAHMM C OAHUM MAM ABYMS KPUTEPMAMM 13 HUKENEPEUUCAEHHBIX:
® HOAMYME CYXOXKMABHBIX KCOHTOM Y MALUEHTA MAM POACTBEHHUKA NEPBOM
CTENEHW POACTBA (DOAMTEAM, AETH, BPATHS, CECTPBI), UAU Y POACTBEHHUKA

2-1 CTENEHM POACTBA (AEAYLLIKM, BABYLLIKM, ATAM UAK TETH);

® MOAOXMUTEAbHBIN TECT AHK-AMArHOCTUKM, I'IOATBep)KAOIOLLLl/Il;I MyTaumm reHa

B3pocabie e XC >7,5 MMOAb/A 1AM ATTHIT > 4,9 MMOAbB/A

B COYETAHMM C OAHMM UAM ABYMS KDUTEPUIMM M3 HUXKENEPEIUCAEHHBIX:
® HOAMYUE CYXOXMAbHBIX KCOHTOM Y MALMEHTA MAM POACTBEHHUKA 1-i4
CTENEHU POACTBA (DOAUTEAU, AETH, BPATHS, CECTPbI), AU Y POACTBEHHUKA

2-1 CTENEHN POACTBA (ASAYLLIKM, BABYLLIKM, ATAM MAM TETH);

* MOAOXUTEAbHbIN TECT AHK-AMArHOCTUKM, MOATBEPXKAQIOLLLI MYTOLIAM FEHA

nipu otoM Tu la siBisercst Hanboee pacnpocTpaHeHHBIM [3].
Benymas pons B narorenese CI'XC orBoguTcss MyTanu-
SIM B F€HE PeLienTopa JIUIONPOTENHOB HU3KON MIOTHOCTH
(LDLR) [4]. Ha ceropusmnuii aeHp n3secTHo dosee 1600
MyTauuii B rene LDLR, xotopsle BbIBISIIOTCS Y 85-90 % Beex
narmeHToB ¢ CI'XC, oxoino 10 % MyTaruii 00Hapy>KUBArOTCS
B reHe APOB u menee 5% — B rene PSCK9 [3]. Onnako
npumMepHo B 60 % ciaydaeB npu NpOBEACHUU MOIEKYISIp-
HO-TeHETHYECKOTO aHaji3a He OOHapyXUBaeTCs MyTalui
B BBIIIEYNOMSHYTHIX TeHax (LDLR, APOB, PSCKY), uto
COIPOBOXKJAETCS Pa3BUTUEM IOJUTCHHOMN FUIIepXonecTe-
PUHEMHH, KOT/Ia IPUCYTCTBYIOT MYTallMH B HECKOJIBKUX
HeOOJBIINX alIeNsX, MoBbmaromux yposens JITHIT (SNP,
TeHBI OTHOHYKJICOTHIHOTO moiuMopdusma) [5]. Bonee 45 ner
Hazan Goldstein ef al. [6] mpeacTaBUIN MPUOTUIUTEIBHYIO
omeHky 3aboneBaemoctu CI'XC B o6mieit momyssium — 1:500;
o gaHHeIM Ha 2021 rog, pacnpoctpanenHocts CI'XC co-
crasisier ot 1:200 o 1:250 [7].

Kpurepusmu guarnoctuku CI'XC sBASIIOTCS MOBBI-
meHHbIH ypoBeHb XC, KIMHUYECKUE MTaTOTHOMOHHUYHBIC
MIPU3HAKH, TAKHE KaK KCAHTOMBI CYXOXKHJIIMH, KCAHTEIa3MBbl
y nanueHTa uwin y poacrseHHukoB I nim Il crenenn, a Tak-
)K€ OTSTOLICHHBIN CEMEHHBIM aHaMHe3 110 paHHUM CcepAed-
HO-COCYIUCTBIM COOBITHSIM [5]. IIpu BEISBICHHUY Y ITAaITUCHTA
CI'XC Heo6X0oaMMO MPOBEACHUE KACKaIHOTO CKPUHUHTA
C IIEJIBIO0 BBISIBIICHHS 3200J1€BaHUs Y APYTHX WICHOB CeMbH [8].
Hecmotps Ha 10 uto pacnpocrpanenHocTs CI'XC Bo3pacTaer,
9TO NOTEHIMAIBHO CMEPTENIBHOE U MOAJAI0IIEeCs JICIEHUIO
3a00JIeBaHNE 3a4aCTyI0 OCTAETCsl HE TUarHOCTHPOBAHHBIM,
MOJIEKYJISIPHO-TEHETHYECKHE METOBI 00CIIEJOBAHNUS UCTIONb-
3ytorcs peako [4, 9]. Pannss quarnoctuka CI'XC u cBo-
€BpEeMEHHOE Ha3HaYeHHE TUIOIUIUACMHUYECKON Tepanuu
B COUYCTAHUM C U3MEHEHHEM 00pa3a >KU3HH, BKIIOUAIOIIET0
JOCTAaTOYHYIO (PU3NYECKYIO aKTHBHOCTh M COOJIIO/ICHUE [T~
€THI C HU3KNM COJICpXKaHWEM HACBIIIEHHBIX XKHUPOB, KpaiiHe
BaXXHBI JUIS1 TPEOTBPAIEHUS HEOIaronpHsITHBIX HCXO0B
3aboneBanus [10, 11].

Ileanio uccaenoBaHus SBISUIOCH H3yUYeHHE 0COOCHHOCTEH
HYTPUTHBHOT'O CTaTyca, BKJIto4asi pu3nyeckoe pa3BUTHE, KOM-
TIO3HUIIMOHHBIN COCTAB TeJla, OCHOBHON 0OMEH, 3HEPTeTHIECKYIO0
LICHHOCTh PaIlliOHa U KOJIMYECTBO XOJIECTEPHHA, TOTpedsie-
MOTO ¢ MHUIIEH, y AeTeH ¢ CeMENHOH runepxoiaecTepuHEMHUEH.

Tabanua 1
Kputepumn Carimona Bpyma

BeposTHbIM AuarHos CIXC

e XC > 6,7 MMOAb/A 1AM ATTHIT > 4 MMOAB/A

B COYETAHMM C OAHMM MAM ABYMS KPUTEPUAMM M3 HKENEPEYNCAEHHBIX:

* HaAndme MM B GHOMHE3E POACTBEHHMKA 2-1 CTENEHM POACTBA A0 50 A€T,
POACTBEHHMKA 1-1 CTENEHM POACTBA AO 60 AET;

* XC > 7,5 MMOAb/A Y B3POCAOTO 1-i MAW 2-i1 CTENEHM POACTBA UAM
nosbiLLieHre XC > 6,7 MMOAb/A Y PeBEHKA MAM POACTBEHHMKA 1-i CTEeneHM
POACTBA B BO3PACTE AO 16 AeT

* XC > 7,5 MMOAb/A MA ATTHIT > 4,9 MMOAb/A

B COMETAHMM C OAHMM UAM ABYMS KPUTEPUAMM U3 HDKENEPEYNMCAEHHDIX:

* Haakime MM B OHOMHE3E POACTBEHHMKA 2-i1 CTENEHN POACTBA AO 50 AT,
POACTBEHHMKA 1-M CTEMEHM POACTBA AO 60 AET;

* XC > 7,5 MMOAb/A Yy B3POCAOTO 1-M MAM 2-i1 CTEMEHN POACTBA MAM
nosbiteHne XC > 6,7 MMOAb/A Y peBEeHKA MAM POACTBEHHMKA 1-1
CTEeMNeHW POACTBA B BO3PACTE MeHee 16 AeT

ITanmeHTHI 1 METOABI

[Ton HaGmroNEeHNEM B OTZEJICHUY NIEANATPUIECKOM ra-
CTPOIHTEPOJIOTUH, TENATOJIOTUU U AUETOTEPAUH KINHUKU
OI'BYH «®UIL] nutanus, OHOTEXHOIOTHH U OE30MIaCHOCTH
mu» Haxoamnoch 39 nereit (19 neBoyek n 20 MaJIBUYUKOB)
¢ CI'XC B Bo3pacre 9,9 [6,0; 12,9] net. Y 42 % 00ciienoBaHHBIX
MAIMEHTOB 3a00JIeBaHKE MTOJITBEPKICHO MOJIEKYIISIpPHO-Te-
HETUYCCKUMH METOIaMHU HCCenoBaHus (pu 3ToM Y 93 %
oOHapy>xeHbl MmyTauuu B reHe LDLR, y 7% — B rene APOB),
a'y 58% muarHo3 CI'XC ycTaHOBIIEH Ha OCHOBaHUU KPUTEPUEB
Caiimona bpyma (maba. 1).

Kpumepuu exnrouenusn B uccnenosanue: auarqo3 CI'’XC,
YCTaHOBJICHHBIN Ha OcHOBaHUM kpuTepues CaiiMona bpyma,
WU NOATBEPKACHHBIA MOJIEKYIAPHO-TEHETUIECKUM METOIOM
HCCIIeIOBaHUsI;, BO3pacT A0 18 neT; oTAroimeHHbI ceMenHbIil
aHaMHe3 I10 CeP/ICYHO-COCYAUCTHIM COOBITHSM; THIIEPXOJIeC-
TEPUHEMUS Y OHOTO U3 pOAUTEIeH

Kpumepuu nesxnouenus B uccneoBaHNE: HACIEACTBCHHbIE
HapyILIeHUs JIUIAAHOTO 0OMEHa, COIPOBOXKAAIOIIMECS THIIEp-
TPUIIHLIEPUIECMHUECH, THIIEPXUIIOMUKPOHEMHEH; BTOPHUHBIC
JMCIUINIEMUH (aJTMMEHTapHbIe, 3a00J1eBaHus 3HIO0KPHHHOM
CHCTEMBI); CHHJIPOM LUTOJIN3a; CHIKEHHE aKTUBHOCTH JIM30-
COMHOM KHCIION JINITa3bl B CyXUX IATHAX KPOBH.

Bceem nersim ¢ CI'XC npoBoguanCh aHTPOIIOMETPUIECKUE
(n3MepeHne Macchl Tena 1 JINHEWHOTO pocTa), OHOXNMUYECKUEe
(MccnenoBaHue aKTUBHOCTH NEYEHOUHBIX TpaHcaMuHas AJIT
u ACT, nunuaHoro npoduis, Bkirogaromero XC, JITBII,
JITTHII, Tpurnunepuasl, aloJIunonpoTenH A — apoA, anonu-
nonporent B — apoB) nccnenosaunus, pacuer koaddunnenta
areporenroctd (KA) o popmyne KA = (XC-JIIIBIT)/JITIBI).

OreHKa JaHHBIX aHTPOIIOMETPHUU NPOBOAUIACH C UCHOIB30-
BanueM nporpamm BO3 Anthro (zetn 10 5 sier) u Anthro Plus
(metu crapiie 5 jeT) B COOTBETCTBHHU C BO3PACTHBIMHU I'PaHHU-
amMu HopMbl. KputepreM olieHKU pocTa SBIISUIICS [TOKa3aTenb
Z-score pocTa OTHOCUTENBHO Bo3pacTa. Macca Tena y aereit
JI0 5 JIeT OLeHMBAJIach C HCIOJIL30BAHUEM MOKA3aTeNs Z-score
Macchl Tella K pOCTy; y AeTel 5 JeT U cTaplle — Py MOMOILHU
Z-score nunpaekca Maccel Tena (MMT) k Bozpacty. Kpurepun
OLICHKH TIOKa3areliel (PM3MIecKoro pa3BUTHS IIPECTABICHbI
B mabnuye 2.

N3yuenue coctaBa Tela BBINOIHIIN HA aHATTU3aTOPE KOM-
MMoHEeHTHOTO cocraBa Tena InBody 770 (BioSpace, Kopes)
B yTpeHHHE yachl HaTowmak. Onpenensnyu COOTHOLIEHUE
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Ha ocHoBaHuu pocTa 3aaepxka pocta

BbIpaXKeHHas 30AePXKA POCTa

M30bITOYHAS MACCA TEA
OxupeHue

Ha ocHoBaAHMM Macchl TeAA

AedPULMT MACChI TEAQ CPEAHEN CTENEHM THKECTU

TAKEAbIN AEOULMT MACCHI

BHE- U BHYTPHUKJIETOUHOH JKUIKOCTH, MBIIIICUHOH, dKUPOBOU
1 0e3)KMPOBOI MacChl, OTHOCHTEIILHOE KOJIMIECTBO KUPOBOU
Macchl, 00JIaCTh )KHpa BHYTPEHHUX OpraHoB. C MoMOIIbIo
ydeTa B3BEIICHHON MUY U3y4eHO (PaKTHUECKOE ITUTaHNe
B JJOMAIIHHX YCJIOBHSIX, pPACCUNTAHA SHEPTeTHYECKAs [IEHHOCTh
paumoHa u cpegHecytouHoe norpednenne XC.

Jetsm ¢ CI'’XC BBINONHEH MONEKYISPHO-TEHETUYECKHIA
aHaJIM3 Ha MOWCK MyTanui B 60 reHax, OTBETCTBEHHBIX
3a THIIEPXOJIECTEPUHEMHUIO.

YpoBeHb 0a30BO¥ IHEPTETUICCKON MOTPEOHOCTH U CKO-
POCTH OKHUCIICHUS! MAKPOHYTPHUEHTOB OIPEEIISIIA METOAOM
HENpsSIMOH KaJJOPUMETPHUH C TIOMOIIBIO CTAI[IOHAPHOTO Me-
tadonorpada Quark RMR (Cosmed, Urtanus).

Crarucriueckas 00paboTKa JaHHBIX BBIITOJIHEHA C IOMO-
mpto mporpamMm Microsoft Office Excel, a Taxske nmporpammsl
Statistica 10.0 (StatSoft, CILIA). KonnuecTBeHHBIE pe3yibTaThl
TIpe/ICTaBIIEHBI B BUJIe MeraHbl (Me) 1 HHTEepKBapTHIHHOTO
pasmaxa [LQ25; UQ75]. KayecTBeHHBIE TPU3HAKHU ONUCHIBAII
C IOMOIIBI0 a0COJIIOTHBIX M OTHOCUTENLHBIX TTOKa3aTeleH.
YpOBeHb pa3IMuuii CYUTAIICS CTATUCTHYECKH 3HAYUMBIM ITPU
p <0,05.

HccnenoBanue 0100peHO JTIOKATBHBIM KOMUTETOM I10 STHKE
OI'BYH «®UIL] nutanus, OMOTEXHOJIOTHH U OE30MIaCHOCTH
nuuy. MHpopMupoBaHHOE corviacue MOIyYeHO OT BCEX
3aKOHHBIX IIPEJICTABUTENCH AeTell, NPUHABIINX ydacTHE
B MICCIICZIOBAHUH.

PesynbTarhl HcciieioBaHUA H HX 00Cy:KIeHUE
KnnHnveckue npu3Haku THICPXOJIECTCPUHEMUH (KCaHTe-
J1a3Mbl) OBUIM BBISABIICHBI TOJBKO ¥ 1 (2,6 %) manuenra, 4to
MOATBEPKAAET JaHHBIE O TOM, UTO MPU3HAKHU, XapaKTEPHbIE
JUISL KITMHUYECKOW KapTUHBI OBbIIEHHOTO XC y B3pOCIIbIX,
MPaKTUYECKU HE BCTPEUAIOTCS B AETCKOM momynsuuu [12].
G. Karapostolakis et al., nccnenosasime 27 nereii B Bo3pacte
oT 6 10 16 JIeT ¢ QTUCIUNUIEMUSIMU C OTSTOIICHHBIM CeMei-
HBIM aHAMHE30M I10 THIIEPXOJICCTCPUHEMUU U (HJIH) pAaHHUM
CepICYHO-COCYIUCTEIM COOBITHSM, HE BBISIBHIN HU Y OTHOTO
MAIMEHTa TAKUX KIMHUYECKUX MIPU3HAKOB aTepOCKIIEPO3a, KaK
KCaHTeJa3Mbl, KCAHTOMBI U JIUIOUAHAS {yra poroBuusl [13].
[Ipu 5TOM CTaTUCTUUECKH 3HAYUMBIX PA3JINYMii, B 3aBUCUMOCTH
0T BO3pacTa U (PU3MICCKOTO Pa3BUTHS MEKIY JCTHMU C JTUC-
JIMIIUIEMUEN 10 JIEYeHUs U 3J0POBOI KOHTPOJIBHOM IpyMIoi,
He BbLsiBIIEHO [ 13]. Pa3mepbl eueHu U cene3eHKr HaXOqUTICh
B IIPE/IeNiaX BO3PACTHOW HOPMBI Y BCeX JeTeH. Y OONBIINHCTBA
JeTel (pu3nYecKoe pa3BUTHE — CpelHee TapMOHNYHOE, Z-score

AedULMT MACChI TEAQ AETKOM CTEMEHM THKECTU

Tabamua 2
KpuTepumn oueHkH nokasaTeAei pusM4eckoro pasB1Tus

0-5 AeT 5-18 AeT
PocT oTHOCUTEABHO BO3pPACTA
<2 10-35D <-220-3SD
PocT oTHOCKTEABHO BO3pACTA
<-3%D <-3SD
MMT >2 a0 3 SD MMT > 1 SD
MMT > 3 SD MMT > 2 SD

UMT <-1 A0 -2 SD
UMT <-2 A0 -3 SD
MMT < -3 SD

Macca teaa <-1 A0 -2 SD
Macca teaa <-2 A0 -3 SD

Macca teaa <-3 SD

poct/Bo3pact pasen +0,37 [-2,17; +2,87]. BeicokopociocTs
BhIsIBIICHa Y 2 (5 %) mereld, 3aep)kka pocTa BcTpeuaaach
muib y 1 (2,5 %) pebenka. Mennana Z-score Macchl Tena
(y mereit 1o 5 net) cocraBmia +0,62 [—1,08; +0,90]. Mennana
Z-score UMT (y mereii crapiue 5 ner) cocrasmia 0,07 [-3,40;
+2,84]. B cTpykrype puznueckoro pa3BUTHs y IOJIOBHUHBI
(55 %) obcnenoBaHHBIX JeTeil OTMEYalloch HOpMaJIbHOE (QH-
3WYECKOe pa3BUTHUE, Y 27 % nmeteit — neduuut mMacchl Tena,
y 18 % ¢m3udeckoe pa3BUTHE OBLIO JUCTAPMOHUYHBIM 32 CUCT
n30bITOYHOM Maccel Tena (12 % — n30piTouHas Macca Tena,
6% — oxupenue), pucyrok 1. B To Bpems y G. Karapostolakis
et al. 70 u 59 % nereit UMenn HOpMaJIbHBIE MTOKA3aTeN Z-score
UMT no u nocne Tepanuu aTopBacTaTUHOM COOTBETCTBEHHO;
26 u 41 % nmeny N30BITOYHBIN BEC 10 U IOCIIE TEparny aTo-
pBAcTaTUHOM COOTBETCTBEHHO; Y 4 % MaIllMEeHTOB J0 JICUCHUS
aTopBacTaTUHOM BBISIBJIEHO OXKHPEHHE; IEPUIUT MacChl Tella
HE BBISBJIICH HU Y OJTHOTO TAaIlMeHTa B 00eux rpymmax [13].
ITpu 3TOM OLIeHKA HYTPUTUBHOIO cTaryca 414 MKOIbHUKOB
B Bo3pacte 16 yet (213 manpunkoB u 201 1eBouka) mokasana,
4yT0 2/3 00cmenoBaHHbIX Aetei (68,7 % MaapauKoB, 69,5 %
JIeBOYEK) MMENU TapMOHUYHOE (hr3nueckoe pazBuths, y 11,7 %
MAaIBIUKOB 1 18,5 % neBodek oTMedalcst IeUIUT MacChl Tea,
y 14,9 % manbuukoB u 8,5 % IeBouek — U30BITOYHASI Macca
tena, u'y 4,7 % mansuukoB u 3,5 % aeBOUYEK — OKUPEHHUE.
PerpocnexTuBHBIN aHann3 (PU3NYECKOTO PA3BUTHS TEX HKe
JleTei B Bo3pacTe § JeT MoKa3aad aHAJIOTUYHbIE pe3yIbTa-
THI (y 65,2 % ¢usznueckoe pa3BUTHE ObIIIO TAPMOHUYHBIM,
y 15,7% — necumt macce! Tena, y 15,2 % — n30bIToYHast Macca
tena, y 3,9 % — oxupenue) [ 14]. Pesynbrars! nccinenoBanus
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MeanumHCKMIM AAdPaBUT Ne 21 /2021. AMETOAOTMS U HYTPULMOAOTMS (1)

e-mail: medalfavit@mail.ru



OPUMMHAAbHBIE MCCAEAOBAHMS: HYTPUTMBHbIM CTATYC AETEM M MOAPOCTKOB

JPYTHX aBTOPOB ITOITBEPIKIAIOT, YTO MOKa3aTeIn (PH3NUECKOro
pasButus y aerei ¢ CI'XC He omnyaroTcs OT nokasaTeneil
YCJIOBHO 370POBBIX JI€TEH.

CrarnyecKky 3HaYNMOH CBSI3M MEXIy (pU3NUECKUM pa3BH-
THeM U ypoBHeM XC BbIlIe pe)epeHCHBIX 3HAYEHHUH B CHIBO-
pOTKe KpOBH He BbIsBIECHO (p > 0,05). Takum 06pa3zom, MOXHO
CenaTh BEIBOA O TOM, YTO BHE 3aBHCUMOCTH OT IOKa3arenen
(bU3MYECKOTO PAa3BUTHS CIIEIYET UCCIIEA0BATD ACTSAM JINITUHBIH
PO HIb C LEbI0 HCKITIOUEHNS HACJIeICTBEHHBIX HApYILCHUH
JIUIMUIHOTO OOMEHa.

HcxonHo runepxonecrepuHemus Obuta BeisiBieHa y 100 %
nereid (maoa. 3). Menuana ypoBHst XC B KpOBH COCTaBHIIa
7,1[6,2; 7,7] mmoib/n 3a cuet noseimenus JITTHIT - 5,4 [4,2;
6,2] mmonb/n. Cpennnii yposens JITTHIL, no nanxsmv S.D. de
Ferranti et al. npu ananmuse qokyMeHTaIui 493 narieHTOB
B Bo3pacTe 110 18 net (cpenHuii Bo3pact 9,4 jer) cocTaBmil
238 mr/mi (6,2 mmonbe/m) [15]. Menuana JITIBIT cocraBuina 1,4
[1,2; 1,8] mmonb/n. Camxenne JITIBIT ormedeno y 3 % nereid,
niokazareny JITIBII Bbire 2 Mmors/n. [uneprpunmunepuaeMus
ormedanach y 2,6 %, y OCTaJIbHBIX NallMEeHTOB KOHLICHTPAIINS
TT B cbIBOpPOTKE KPOBH B IIpezesiax pe)epeHCHBIX 3HaYCHUH —
0,7 [0,6; 0,9] mmons/n. IToBeimenune KA peructpupoBaiocsk
y 71 % obGcnenoBanHbIxX nereit — 3,6 [2,8; 5,2]. Menuana
apoA cocrasmia 1,6 [1,3; 1,9] r/m; apoB — 1,4 [1,1; 1,6] 1/
Menuana AJIT — 12,0 [9,0; 17,0] Ea/n, ACT — 25,3 [19,9;
32,8] Ex/n. Cunapom muTonu3a He BBISABICH HU Y OJHOTO
pebenka. [TomydeHHbIe HAMH JaHHBIE COBIAAAIOT C PE3YJlb-
taramu Georgios Karapostolakis et al., y KoTopbIX MapKepbl
MOpa)KeHHUS MIOYEK, IEYEHH, IIUTOBUAHOMN JKeJIe3bl y UCCIEN0-
BaHHBIX JieTel ObUTH B ITpesiesiax HOpMaIbHBIX 3Ha4eHuH [13].

[Ipu ananu3e (pakTHYECKOTO pallMOHA MUTAHUS Meana-
Ha SHEPreTUYeCKON LIEHHOCTHU palloHa cocTaBuina 1526,1
[1306,6; 1885,5] kkan B cyTku. Henoctarounast snepreruye-
CKasl ICHHOCTh PAIIOHa C Y4€TOM BO3PaCTHBIX MOTPeOHOCTEH
BhIsIBIIEHA y 94 % oOcnenoBanHbIX nereil. [Ipu oneHke ma-
KPOHYTPHUEHTHOTI'O COCTaBa PallioHa CyTOYHOE ITOTPEOICHUE
OenkoB coctaBmio 63,5 [54,0; 76,2] r B cyTKH, )KHUpOB — 52,1
[40,6; 74,8] r B cyTku u yrieBoaoB — 160,6 [151,9; 242,5] r
B CyTKH. B cyTku ¢ numei nocrynano B cpeqaem 255,1 [151,6;
333,1] mr XC, 4T0 npeBhIIAET PEKOMEHIOBAHHYIO HOPMY
y mereit ¢ CI'XC (200 mr/cyT). 13 % oOcienoBaHHBIX geTel
nonryganu meHee 100 mr XC B cyTky, 53 % norpebisuti Oonee
200 mr XC B CyTKH, IIpH 3TOM MOJIOBUHA U3 HUX MOIy4asIu
6onee 300 mr XC B cyTkH. Jrana3oH noBbIIeHHs OTpede-
HHsg XC OTHOCUTEIIBHO PEKOMEH/I0BaHHBIX (D3HOIOTHIECKIX
MOTPEOHOCTEN € Y4eTOM XapaKkTepa OCHOBHOTO 3a00JIeBaHMs
coctasui oT 24 1o 67 %.

Konnenrpanus XC u JITTHII B chiBopoTke KpoBH ObLIa
BbIIIe pedepeHCHBIX 3HAYEHUH y BceX MAlMEHTOB BHE 3aBH-
CHUMOCTH OT KOJIM4ecTBa rnorpedisemoro ¢ e XC (p >
0,05). Bmecre ¢ Tem y neteit, momydapmux menee 200 mMr
XC c numei B CyTKH, oTMedaliach TeHICHIUS K CHIDKCHUIO
JaHHBIX Tokasarenel. Oxnako KokpeiHoBcKkuit 0030p paHo-
MH3UPOBAHHBIX UCCIIEA0BAHUN 00 3(PPEKTUBHOCTH Pa3IMUHBIX
JIMET, CHIDKAIOIINX ypoBeHb XC, He ITO3BOJIMII CIENIaTh BBIBOJ
0 TOM, 4TO COOJIOICHHE AUETHI ¢ HU3KUM conepkaHreM XC,
HaCBIICHHBIX JKUPOB 0€3 THITOJIMITUIEMUYECKO Teparnun
MOXET YIyUYIIUTh KJIMHUYECKUE pe3ynsrarsl [16]. [Ipuem

Tabamua 3
MeaAnaHa nokasaTeAen AMMMAHOIO NPOCOUAS U CUHAPOMA LIUTOAM3A

MokasaTeAb Meamana [LQ25; UQ75] Hopma
XC, MMOAb/A 71162;7.7] 3,2-52
ATTHI, MMOAbB/A 5,4 14,2, 6,2 1,5-3.8
ATNBI, MMOAbB/A 1,4[1,2;1,8] 0,9-2
TF, MMOAb/A 1,4[1,2;1,8] 0.1-1,7
KA 3,612.8;52 <3

APOA, I/A 1,6[1,3;1.9] 1,1-1.8
ApPOB, /A 1,4[1,1;1,6] 0,6-1,8

AAT, Ea/A 12,0[9.0:17,0] <40

ACT, Ea/A 25,3 [19.9; 32,8] <40

Tabamua 4

XapakTepucTMKA KOMMNO3MLMOHHOIO COCTABA TeAd y AeTei ¢ CTXC

Movoiarews  AemcCrxc ~ WAKMAmamma Bepun
Macca teaaq, kr 28,2 [18,5; 53,0] 26,5[15,5; 48,3] 35,8 [20.4; 65,3]
KM, kr 4,1[2,6;9.4] 342552 6.8 [5,0:10.3]
XM, % 17,8 [12,7; 22,4] 11,0[10,0; 150] 21,0 [20,0; 25.0]
BXM, kr 24,2 [18,7; 36.8] 24,5[16,6; 32,8] 29,9 [21,7; 40,1]
OXB, cm? 16,9 [12,9: 39.3] - -
BXK/OKB 0,382 [0,377; 0,388] - -
MM, kr 12,3 8,9;19.4] 12,6 [8,7;17.7] 15,4[10,7; 24,8]

CTaTUHOB M OTpaHHUYCHHE HACBHILIICHHBIX XHUPOB, IIOTpedIIsie-
MBIX C NUILEH, yBeIn4nBaeT koaruecTBo peuenropos JIITHIT
Ha NOBEPXHOCTH KJIeTOK nedeHu. CpaBHeHue yposHs JITTHIT
y HalUEHTOB ¢ HadanbHbIM cofepkanueM JITTHII B ceiBopoTke
kposu 160-200 mr/m (4,1-5,2 MMOJIB/IT) TOKA3aJI0 CHIKEHHUE
riokaszaress Ha 5 % Ha Qone querorepanun, Ha 27 % Ha (oHe
THITOJIMIIMIEMUYECKO} Tepanyu 1 Ha 32 % Ha GoHe coliro-
JIeHUs IUEThI U IpreMa cTaTuHoB [17].

ITpu n3yuenun nokasareneil KOMIO3UIIMOHHOIO COCTaBa
tena (mabn. 4) y nereii ¢ CI'XC macca Tena cocraBmia 28,2
[18,5; 53,0] kr. Meauana xupoBoii Macchl coctaBuia 4,1 [2,6;
9,4] kr. Y 47 % nauuentoB ¢ CI'’XC »xupoBas Macca B mpeze-
Jax HOpMBL, ¥ 39 % cHmkeHa Ha 18-74 %, y 14 % nossliieHa
Ha 14-197%. Ilpu 3TOM MeraHa MPOLIEHTHOTO CONEPIKAHUS
xwupa Oputa 17,8 [12,7; 22,41%. Y 85 % obcnenoBaHHbIX AeTei
MPOLEHTHOE COAEPKaHUE JKUPA B IIpesiesax HopMsl, y 15% cHu-
JKeHHe Nokazarens Ha 4-9 % oT HHAUBUIyalbHbBIX OKa3aTenen
HOpMBI. MenuaHna 6e3:xupoBoii Mmaccel — 24,2 [18,7; 36,8] kr.
Menuana o0acTH kMupa BHYTPEHHHX OpraHoB cocTaBmia 16,9
[12,9; 39,3] cM?, y MOAABISIONIETO OONBIINHCTBA MAIHEHTOB
(93%) ¢ CI'’XC nokasaresb 00J1acTH K1pa BHYTPEHHIX OPTaHOB
He ObLT TIOBBIMIECHHBIM, Y 7 % PerncTpupoBaioch yBeINUeHUE
00IaCTH JKHpa BHYTPEHHUX opraHoB 10 170 cm?. Macca MblI-
medHolt Tkanu — 12,3 [8,9; 19,6] k1, y 15% cHuxeHa MbliLiedHast
Macca Ha 3—15 % unnuBuyansHOI HopMbl. COOTHOLIEHHE BHE-
KJIETOYHOM KHUAKOCTH K OOIIEMY KOJIMYECTBY JKHUIIKOCTH Y BCEX
MAIMEeHTOB HAXOJWJIOCh B IPAHUIAX HOPMAJIbHBIX 3HAYEHUH
0,382 [0,377; 0,388]. Takum 00pa3om, Ipu OHOUMITCTAHCHOM
aHasym3e oOpariaeT Ha ce0sl BHUMaHHE OTCYTCTBHE KIMHUYECKH
3HAYMMBIX U3MEHEHHH B OTHOIIEHUH MacChl TeJla, COAEPKaHUSA
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PucyHok 2. XapaKTEPUCTHUKA OCHOBHOTO obmeHa y aeten ¢ CIXC.
MprmeyaHme: COY - CKOPOCTb OKUCAEHMS yrAeBOAOB, COX — CKOPOCTb OKMCAEHMS kmpos, COB -
CKOPOCTb OKUCAEHMS BEAKOB.

BOJIBI Ml MBIIIEYHOI Macchl. Y OOJBIIMHCTBA MAIIMEHTOB II0Ka3aTeNId OCTABAIUCH
B Ipezenax HopMel, y 1/3 ormeuaercs nedunmt sxupoBoit maccsl. [Ipn aToM HU3KHi
YPOBEHb KMPOBOK MacChl HE aCCOLMMPOBAH ¢ OoJjiee HU3KUMHU 3HaYeHUsIMH XC
u JITTHII B ceiBopoTke KpoBH (p > 0,05).

[Tpu uccnenoBaHNM OCHOBHOTO 0OMEHA YCTaHOBJIEHO, 4TO Yy 21 % naunueHTos
YPOBEHBb JHEProTpaT MOKOS COOTBETCTBOBAJI MHIUBUIYAJIBHBIM HOpMaM, Y 8 %
OTMEUYCHO CHIDKEHHE 3HeproTpar Ha 2—26 %, y 2/3 geTell perucTpupoBaioch
MOBBIIIICHUE TTOKa3zareneit Ha 3—69 %. JlprxaTenbHbI KOIQOUIIUSHT ObUT B TIpe-
Jlenax HOpMbI y Beex obcienoBanHbix nereid ¢ CI'XC u coctasmi 0,75 [0,75;
0,79]. JlanHBIe, ONy4YEeHHbIE IPU aHAJIU3E OKUCJIEHHUS OCHOBHBIX MaKpOHYTpU-
€HTOB, IIPEJICTABJICHBI HA pucyHke 2. Y 3/4 Bcex NallMEHTOB CKOPOCTh OKUCIICHUS
ynieBonoB (COY) camkena Ha 3—85 % MHAMBHIyalbHOW HOPMEL, y 22 % COY
OblJIa B COOTBETCTBUM C MHIUBUIYaIIbHON HOpMOIi. B To ke BpeMst ckopocTh
OKHCIICHUS KUPOB, HAIIPOTUB, PETHUCTPUPOBaNach NOBBIMIEHHON y 71 % neteit
Ha 3—86 % ¥ cHMXeHHOM Juib y 6 %. [Tokazarenn ckopocTH OKHCIeHHs Oelka
(COB) y nonoBuHBI NalMEHTOB — B Mpejeiax HOPMaIbHBIX 3HaUYeHUH, y 1/3
otMmeueHo nosbienue COb Ha 2—49 %.

HccnenoBanue nokasarenaeil KOMIO3ULMOHHOTO COCTaBa Te€Ia U OCHOBHOIO
oomena y nereii ¢ CI'XC paHee HE IPOBOAMIOCK.

3akn0ueHue

du3nyecKkoe pa3BUTHE eTel ¢ TCHeTHUECKH NOATBEPKICHHON U BEpOATHOM ce-
MEWHOH ruIepxoyiecTepuHeMUei ObLIO TPEUMYILIECTBEHHO CPEHIM, TapMOHUYHBIM,
a'y TpeTH eTell oTMevascst Ae(UIMT MacChl TeJIa OT JIETKOU JI0 TSKEJIOH CTEeIIeH!
TspKecTH. [Ipr 5TOM ypOoBeHb OCHOBHBIX IOKa3aTeNeH JIMIUAHOTO OOMEHa He 3aBUCEIT
0T (PM3UYECKOTO Pa3BUTHUS MALUEHTOB. TpagulMOHHO B PyTUHHOM KIIMHUYECKON
MIPaKTHKE HACTOPOXKEHHOCTh MEIUAaTPOB B OTHOLICHUY BBISBICHHS Yy NAllUEHTOB
HapyUIeHUH JINITNHOTO 0OMEHA BBI3BIBAIOT JIETH C U30BITOYHONW Maccoii Tena
U oXXupeHueM. B To Bpems kak JaHHas MaToNOTUs Y AeTeH ¢ HOpMaJlbHOU Maccou
Tela WK ¢ Ae(QUIMTOM Macchl Tejla 3a4acTyl0 OCTaeTCs He TMarHOCTHPOBAHHOM.

VY GonpmmHCTBa 00cnenoBaHHbIX aereii ¢ CI'XC oTMedeHO U30BITOUHOE T10-
tpebnenue XC c numeid. Heo6xoanMo yUHuTHIBaTh CPeAHECYTOUHOE MTOTpedIeHe
XC namyeHTaM ¢ HacIeCTBEHHOI IMIIEPXOIeCTEPUHEMHUEH, TaK KaK MOBBIIEHHOE
noctyruienrue XC ¢ MUIei MoXKeT criocoO0CTBOBATh OBBIIICHUIO KOHLIEHTPALUT
XC u JIITHIT B cBIBOPOTKE KPOBH, B TO BpEMsI KaK HEJOCTATOYHOE €r0 MOCTYILIe-
HUE HE TIOKPbIBaeT (PM3HOJIOTHYECKUE MOTPEOHOCTH OpraHn3Ma JJist 00ecrieyeHns
HOpPMaJILHOTO pocTa U pa3BuTus pedenka. [Tlannenram ¢ CI'’XC pekoMeH10BaHO
coOJItoieHNe TUETHI ¢ OTPaHUYEHUEM JIETKOYCBOSIEMBIX YIJIEBOJIOB U IPOIYKTOB
¢ u30BITOUHBIM coziepxkanueM XC.
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